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Terapotik plazma degisimi (TPE)

Hasta kaninin plazmasini diger kan bilesenlerinden ayiran tibbi bir cihazdan geg¢irildigi terapotik bir
prosediir.

Plazma uzaklastirilarak, kolloid ¢ozeltisi (6rnegin alblimin ve / veya plazma) veya bir Kristaloid /
koloid ¢6zeltisi kombinasyonu gibi bir replasman sivisi ile degistirilir.
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Guest Editor: Joseph Schwartz .===
2019 ASFA | EEE
84 hastalik igin 157 endikasyonda .l===
(2016, 86 hastalik icin 179 endikasyon) EEE
70 hastalik igin 105 endikasyon TPE ..==



KATEGORILER

Aferez yonteminin tek basina veya bir baska tedavi modeliyle
birlikte, ilk basamak tedavi olarak kabul edildigi hastaliklar

Aferez yonteminin tek bagina veya bir baska tedavi modeliyle
birlikte, ikinci basamak tedavi olarak kabul edildigi hastaliklar

Aferez tedavisinin optimum rolu belirlenmemigstir. Karar verme
kisisellegtiriimelidir.

Yayinlanan kanitlarin aferezin etkisiz veya zararl oldugunu

gOsterdigi veya onerdigi bozukluklar. Bu durumlarda aferez
tedavisi yapilirsa KURUM onay: istenir.




kalite kanit
eig=bcNRl Guclu oneri, orta

kalite kanit
eiezlo[crilen Guclu Oneri, dusuk

kalite kanit

el [l Zayif Oneri, yuksek
kalite kanit

€1l cWIZ Zayif Oneri, orta
kalite kanit

eiezlo[cides Zayif dneri, dUsuk
kalite kanit

RKC Randomize kontrollii calisma

KANITLAR

Kaniti Destekleyen Metodolojik Kalitesi m

€1zl sl GUclu oneri, yuksek

Limitasyonlari olmayan RKC

Limitasyonlari olan RKC, gbozlemsel

calismalardan gelen guglu kanit

Gozlemsel calisma veya olgu serileri

Limitasyonlari olmayan RKC

Limitasyonlari olan RKC, gbozlemsel

calismalardan gelen gugclu kanit

Gozlemsel galisma veya olgu serileri

Guclu 6neri, hastalarin
coguna uygulanabilir
Guclu 6neri, hastalarin
¢oguna uygulanabilir
Guclu o6neri, fakat daha
gucld kanit geldiginde
degisebilir

Zayif oneri, hastalarin
durumuna gore hareket
edilir

Zayif oneri, hastalarin
durumuna gore hareket
edilir

Cok zayif dneri, diger
alternatifler degerlendirilir




Yeniden Adlandirilan Bilgi F ormalari

Otoimmun hemolitilik anemi; WAIHA, soguk aglitinin hastaligi
Monoklonal gamapatide hiperviskosite

Otoimmun hemolitilik anemi; Ciddi

lobulinemide hiperviskosite

Trombotik mikroanjiopati, Shiga toksine bagh

Trombotik mikroanjiopati; Enfeksiyon iligkili
Trombotik trombositopenik purpura

Trombotik mikroanjiopati, Trombotik trombositopenik purpura (TTP)

Trombotik mikroanjiopati, hematopoetik kok hicre nakli iligkili Trombotik mikroanjiopati; Nakil iligkili

ANCA iligkili hizli ilerleyen glomerulonefrit (Polianjiit ile Vaskiilit, ANCA iligkili
granulomatoz ve mikroskobik polianjiit)

Henoch-Schonlein purpura
Vaskiilit

Vaskilit, IgA (Henoch-Schonlein purpura)
Vaskiilit, diger



2019 Kategori onerileri giincelleme

Endikasyon 2016 2019

Katastrofik

antifosfolipid sendromu TPE 1l |
Tiroid firtinasi TPE I I
Natalizumab iligkili
Progresif multifokal TPE 1 "

lokoensefalopati (PML)



ACUTE INFLAMMATORY DEMYELINATING POLYRADICULONEUROPATHY
(GUILLAIN-BARRE SYNDROME)

Incidence: 1-2/100,000/yr Indication Procedure Recommendation Category
Primary Treatment TPE Grade 1A I
IA Grade 1B I
# reported patients: >300 RCT CT CS CR
TPE 21(1874) 0 NA NA
IA 0 1(39) 6(105) NA



ACUTE LIVER FAILURE

Incidence: <10/1,000,000/yr

# reported patients: >300 RCT
TPE-HV 1(183)
TPE 1(120)

*TPE-HV = TPE-high volume, not in routine use in US

Procedure
TPE-HV*
TPE

CT

0

1(158)

Recommendation
Grade 1A

Grade 2B

S

0

40(878)

Category
I

M

(R

NA

NA



ANTI-GLOMERULAR BASEMENT MEMBRANE DISEASE

(GOODPASTURE SYNDROME)

Incidence: <2/1,000,000/yr Indication Procedure
DAH TPE
Dialysis-independence TPE
Dialysis-dependence*, no DAH TPE

# reported patients: >300 RCT CT
[(17) 0

DAH = diffuse alveolar hemorrhage;
*At presentation, Cr >5.7 mg/dl indicates “dialysis-dependence”

Recommendation
Grade IC

Grade 1B

Grade 2B

CS

22(516)

Category
I

I

Il

(R

NA



CATASTROPHIC ANTIPHOSPHOLIPID SYNDROME (CAPS)

Incidence: Rare; 502 patients in CAPS Registry as of December 2015 Procedure Recommendation Category
TPE Grade 2C I
# reported patients: 100-300 RCT CT (0 (R
0 0 5(192)* NA

*Includes CAPS registry data (which includes cases reported directly to the CAPS registry or published CRs and CS up through December 2015
(Rodriguez-Pintd, 2018) and additional subsequent published CS.



CHRONIC INFLAMMATORY DEMYELINATING
POLYRADICULONEUROPATHY (CIDP)

Prevalence: 2-3/100,000 Procedure
TPE/IA

# reported patients: >300 RCT CT

TPE 3(67) 0

IA 2(33) 0

Recommendation
Grade 1B

(S

37(1056)

1(14)

Category
I

CR

NA

4d)



FOCAL SEGMENTAL GLOMERULOSCLEROSIS (FSGS)

Incidence: 7/1,000,000 Indication Procedure  Recommendation  Category
Recurrent in kidney transplant TPENA Grade 1B I
Recurrent in kidney transplant/ Steroid LA Grade 2C Il
resistant in native kidney
Steroid resistant in native kidney TPE Crade 2C I
# reported patients: >300 RCT CT CS (R
Recurrent in transplanted kidney TPE 0 4(68) 50(628) NA
A0 0 8(56) 6(6)
Recurrent in transplanted kidney/ Steroid LA 0 1(23) 6(112) NA
resistant in native kidney
Steroid resistant in native kidney TPE 0 0 3(26) 4(4)
14



HYPERVISCOSITY IN HYPERGAMMAGLOBULINEMIA

Incidence: 5/1,000,000/yr Indication Procedure Recommendation
Symptomatic TPE Grade 1B
Prophylaxis for rituximab TPE Grade 1C

# reported patients: >300 RCT CT CS

Symptomatic 0 3(46) 21(279)

Prophylaxis for rituximab 0 0 3(45)

15

Category

30)
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MYASTHENIA GRAVIS [ EEE
(11

Incidence: 3-28/million Indication Procedure Recommendation Category O .===
Acute, short-term treatment™® TPE/NA Grade 1B | ===

Long-term treatment TPE/A Grade 2B || .l==

# reported patients: >300 RCT CT CS CR [ 11|
L1

TPE 10(3%) 11(545) NA NA EEEE
IA 1(19) 5(131) 15(164) NA —1-

*Treatment recommendations are for moderate-severe disease including myasthenic crisis, unstable or refractory disease, unstable disease activity
pre-thymectomy



N-METHYL-D-ASPARTATE RECEPTOR ANTIBODY ENCEPHALITIS

Incidence: Rare Procedure Recommendation Category
TPENA Grade 1C I
# reported patients: >300 RCT CT () (R
0 121) 34(447) NA



PARAPROTEINEMIC DEMYELINATING NEUROPATHIES; CHRONIC
ACQUIRED DEMYELINATING POLYNEUROPATHIES

Incidence: MGUS: <3% of age >50 yr; Anti-MAG Indication Procedure Recommendation
neuropathy, MMN: rare oGz AlGM TPE Grade 1B

Anti-MAG neuropathy TPE Grade I1C
Multiple myeloma TPE Grade 2C
MMN TPE Grade 1C

# reported patients: 100-300 RCT CT Cs

lgGNgA/IgM 1(39) 0 9(131)

Anti-MAG* neuropathy 0 0 2(23)

Multiple myeloma 0 0 1(4)

MMN 0 0 1(7)

*Not inclusive, due to change of disease definition in later studies.

Category
[

11|

11|

I\

CR

MGUS = monoclonal gammopathy of undetermined significance; MMN = multifocal motor neuropathy; MAG = myelin-associated glycoprotein
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THROMBOTIC MICROANGIOPATHY, COMPLEMENT MEDIATED L ===

Incidence: <7/1,000,000 Indication Procedure Recommendation Category u o E E E

Factor H autoantibody TPE Grade 2C [ EEE

Complement factor gene mutations TPE Grade 2C [l HEE

ECEN

# reported patients: >300 RCT CT S (R L1

HEE

Factor H autoantibody 0 0 5(126) NA [ | = = =
Complement factor gene mutations* 0 1(31) 22(361) NA

#These studies include some patients who were not tested or were ested and found negative for complement factor gene mutations.



THROMBOTIC MICROANGIOPATHY, DRUG ASSOCIATED

Incidence: Ticlopidine/Clopidogrel: <1%; Gemcitabine: <1%; Indication Procedure  Recommendation
Quinine: rare Ticlopidine TPE Grade 2B

Clopidogrel TPE Grade 2B
Gemcitabing/Quinine  TPE Grade 2C

# reported patients; >300 RCT CT S

Ticlopidine/Clopidogrel 0 0 5(174)

Gemcitabine 0 0 3(39)

Quinine 0 0 3(32)

20

Category
I
1



THROMBOTIC MICROANGIOPATHY, THROMBOTIC THROMBOCYTOPENIC
PURPURA (TTP)

Incidence: <1/100,000/yr Procedure Recommendation Category
TPE Grade 1A I
# reported patients: >300 RCT CT CS (R
7(301) 5(270) NA NA

2l



TRANSPLANTATION, LIVER

Incidence: Rare

# reported patients: >300

Desensitization: ABOi LDLT TPE
Desensitization: ABOi DDLT TPE
Immune suppression withdrawal ~ ECP

Desensitization: ABOi ECP

Indication
Desensitization, ABOi LDLT
Desensitization, ABOi DDLT*/AMR*#*

RCT

o o o o

Procedure
TPE
TPE

3(457)
2031)

Recommendation
Grade 1C
Grade 2C

Cs
15(1230)
7(60)
NA

0

Category
I
i

CR

ABOi = ABO-incompatible; LDLT = Living donor liver transplant; DDLT = Deceased donor liver transplant; AMR = Antibody mediated

rejection;

*TPE based desensitization is not indicated in the setting of group A-subtype (e.g., A;) into group O DDLT;

**includes ABO1 and HLA DSA
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TRANSPLANTATION, RENAL, ABO COMPATIBLE

Incidence: AMR: 10%. 40% with
desensitization: HLA sensitization: 30%

# reported patients: >300
AMR

Desensitization, LD
Desensitization, DD

Indication

AMR
Desensitization, LD
Desensitization, DD
RCT

3(61)

0

0

Procedure
TPENA
TPEIA
TPENA
CT

8(342)
6(583)

0

Recommendation
(Crade 1B

Grade 1B

Grade 2C

(S

NA

NA

1(20)

AMR = Antibody-mediated rejection; HLA = Human leukocyte antigen; LD = Living donor; DD = Deceased donor

23

Category
I

[

I

(R

NA

NA

0



TRANSPLANTATION, RENAL, ABO INCOMPATIBLE

Incidence: <1% Indication Procedure Recommendation
Desensitization, LD TPENTA Grade 1B
AMR TPEIA Grade 1B

# reported patients: >300 RCT CT CS
0 0 26(911)

LD =live donor; AMR = antibody mediated rejection

24

Category
[

1

CR

NA



. . . EEER
VASCULITIS, ANCA-ASSOCIATED (AAV) O unS
Incidence: 1-3/100,000/yr (geographical and ethnic Indication Procedure  Recommendation  Category 0 u = = =
differences; MPA: 48-65%, GPA: 25-40%, EGPA: 10-12%)  yioa /P A/RLY EEE
EER
RPGN, Cr 25.7mg/dl*  TPE Grade 1A I .l==
RPGN, Cr <5.7mg/dl*  TPE Grade 2C i EER
EER
DAH TPE Grade 1C | EEEE
EGPA TPE Grade 2C 1l —
# reported patients: >300 RCT CT CS CR
10(1091) 5(345) NA NA

MPA = microscopic polyangiitis; GPA = granulomatosis with polyangiitis; EGPA = eosinophilic granulomatosis with polyangiitis; RLV = renal-
limited vasculitis; RPGN, rapidly progressive glomerulonephritis; DAH = diffuse alveolar hemorrhage;
*Cr thresholds for renal function at presentation adopted from Yates, 2016; Cr 25.7 mg/dl includes “on dialysis.

25



WILSON DISEASE, FULMINANT

Incidence: Rare

# reported patients: <100 RCT

26

Procedure
TPE

CT

0

Recommendation
Grade 1C

S

3(15)

Category
I

(R
2(23)
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TPE I¢in ASFA 2019 Endikasyon Kategorileri

KATEGORI-2 KATEGORI-3

Akut dissemine ensefalomiyelit (ADEM) Vaskiilit diger, (Behget Hastaligi)- 2C
(Steroid refrakter)-2C

Otoimmiin hemolitik anemi; Akut karaciger yetmezligi-2B
Siddetli soguk aglutinin hastaligi-2C

Kalp transplantasyonu Vaskiilit ANCA-iliskili-2C
(Desensitizasyon)-1C EEEN



KATEGORI-2

Familial Hiperkolesterolemi
Homo/Heterozigot-1B

Kriyoglobulinemi
Siddetli/Semptomatik-2A

Steroid yanitli ensefalopati
otoimmiin tiroidit iliskili (Hashimoto’s
ensefalopatisi)-2C

Transplantasyon, Kok hiicre nakli,
ABO uyumsuz-1B

28

KATEGORI-3

Anti-glomerular bazal membran hastaligi
(Goodpasture sendromu)
Diyaliz bagimli-Diffiiz Alveolar Hemoraji olmaksizin-2B

Immun Trombositopeni
Refrakter-2C

Atopik dermatitis
Inat¢1-2C

Otoimmiin hemolitik anemi;
Sicak Tip OIHA- Siddetli- 2C



KATEGORI-2 KATEGORI-3

Lambert-Eaton Yanik restisitasyonu-2B
myastenik sendromu-2C

Multiple Skleroz Kardiyak neonatal lupus- 2C
Akut atak/Relaps-1A
Miyelom cast nefropatisi-2B Kronik Fokal Ensefalit (Rasmussen Ensefaliti)-2C

Noromiyelitis optika spektrum bozukluklart (NMOSD)  Pihtilasma faktorii inhibitorleri-2C
Akut atak/Relaps-1B

Doz agimi, bocek sokmalari ve zehirlenme Kompleks bolgesel agri sendromu (kronik)- 2C
(mantar zehirlenmesi-2C)

Myastenia Graves Dilate kardiyomiyopati, idyopatik-2C
Uzun donem tedavi-2B

29



KATEGORI-2

Pediatrik otoimmiin néropsikiyatrik hastaliklari
streptokok ile iliskili enfeksiyonlar; PANDAS
Sydenham korea-1B

Fitanik asit depo hastaligi
Refsum’s Hastaligi-2C

Bobrek nakli, ABO uyumsuz
Antikor iligkili rejeksiyon-1B

Voltaj kapili potasyum kanal
Antikor iliskili hastaliklar-1B

Vaskiilit diger,
HBV-PAN-2C

30

KATEGORI-3

Eritropoietik protoporfiria,
Karaciger hastaligi-2C

HELLP Sendromu
Postpartum-2C

Fokal Segmental Glomeruloskleroz- steroid direngli,
hassas bobrek-2C

Hemofagositik Lenfohistiyositoz

Hemofagositik sendromu-2C

Makrofaj aktivasyon Sendromu

Vaskiilit, IgA (Henoch-Schénlein Purpurasi)-2C
Kresentrik veya siddetli ekstrarenal manifestasyon ile



KATEGORI-2

Sistemik Lupus Eritamatozis
Siddetli Komplikasyonlar-2C

Tiroid Firtinasi-2C

KATEGORI-3

flerleyici multifokal Lékoensefalopati
Natalizumab iliskili- 1C

Hipertrigliseridemik pankreatit

-Siddetli-1C

-Relaps/Onleme-2C

Heparine bagh trombositopeni ve tromboz
-Prekardiyopulmoner bypass veya tromboz-2C
Imunglobulin A nefropati (Berger’s Hastalig)
-Kresentrik-2B

-Kronik ilerleyici-2C

Transplantasyon, Karaciger

Desensitizasyon, ABOi Kadavra veya Antikor iliskili
rejeksiyon-2C

Multiple Skleroz, kronik-2B

Transplantasyon, Akciger
Desensitizasyon, ABOi Kadavra veya Antikor iliskili
rejeksiyon-2C
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KATEGORI-3
Nefrojenik sistemik fibrozis-2C

Noromiyelitis optika spektrum bozukluklar1 (NMOSD)
Idame-2C

Bocek sokmalari veya zehirlenme-2C

Paraneoplastik nérolojik sendromlar-2C

Paraproteinemik demiyelinizan noropatiler
-Anti-MAG Noropatisi-1C
Multipl Myelom-2C

Pediatrik otoimmiin néropsikiyatrik hastaliklar
streptokok ile iliskili enfeksiyonlar; PANDAS

Sydenham Koresi,Siddetli-2B

Pemfigus vulgaris,siddetli-2B

Transflizyon sonras1 purpura-2C
Hepatobiliyer hastaliklar nedeniyle Kasint1-1C

Gebelikte Eritrosit alloimmiinizasyonu dnleme ve tedavi
20 haftadan once-2C
Ani sensorindral igitme kaybi-2A

Skleroderma (sistemik skleroz)-2C

Coklu organ yetmezligi olan Sepsis-2B

Stiff-person sendromu-2C

Trombotik mikroanjiyopati, Ilag iliskili-
klopidogrel-2B

Trombotik mikroanjiyopati, pihtilasma aracili-2C
THBD,DGKE,PLG mutasyonlari iligkili

Trombotik mikroanjiopati, kompleman iliskili

Kompleman faktér gen mutasyonlari-2C 11
EEEN

Trombotik mikroanjiopati, enfeksiyon iliskili - = ==
(STEC-HUS, pHUS)-2C 0 1
Trombotik mikroanjiopati, transplantasyon iliskili-2C 0 | = = =
] 1

[ 1

EEEN



KATEGORI-3

Transplantasyon, Kardiyak
Antikor iliskili rejeksiyon-2C

Transplantasyon, Hematopoetik Kok Hiicre, ABO
uygunsuz/pure RBC aplazi-2C

Transplantasyon, Hematopoetik Kok Hiicre, HLA
desensitizasyon-2C

Transplantasyon, Renal, ABO uyumlu
Desensitizasyon, kadavra-2C

Toksik epidermal nekroliz (Refrakter)-2B
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