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WEY

® R — R ZH PRI T A TPEM F 52 1 RAF, BB 6 R YR SRR BRI A
JE48-501 SRT, f A ZE YT BN, RN B IRRAIE R N K ) ] G g
Pl SRR RO, DA AT £ b B U (progressive multifocal
leukoencephalopathy, PML; JXFME AR D) o FATTH fiE A AS 0T R 38 0 F B S 2B My i b
BIT, A A SRR E B, XRBE T REHREDUREIRIT . R TR T
BT SRR BIPUR BRI IGYT . BRI % R SR R T R o A AL
A RN CTIFR G FPMLAY BAE SR . X EEH RN EM L E. (S0 597
PERSEREDUAMER”, T A B3 — 150 P2 E RPTIR YT 28 )R T 9 I FH R A AS
R, RTA RN —F5H0 “ G J G YT A G SR 9899 S s )

® SCRFIEN — ST AR T B TERR ERARRERR I . EEBIIE Bm i LA
SRAVEIR . ITRATREE . 20194 —RmetashBF A T —S6BF9L, IRASHEFIRIZ
AL T 4RI

o DMETTPEAEIA B A Z 5 By, B AFBAKOR 040, 95%CI0.19-0.85)
o PR HAH B R 25 BT, R FRER(OR 0.09, 95%CI0.04-0.24)
o FEVFRHEIZET - H K (OR 0.41, 95%CI 0.18-0.91)

XFTTPRAIARIGTT . 1# TeREH LIS PG FE TPEZERS E AN A 225 YUK 22 AL (53,54] . — T
WALt T S Al 7E TPEFUARE B i Sl b AR 2B BBV A Wi T R Ak . {HIEI4R
SR OLZE 28 1k STARGRE , NCT00799773)[54]

R ARG S il TR 2B T WA 3. (B 0L “PARMETTP: SR AW Ja AR B Ak
B, RTGAHIA 2 B H0E T UIBT IL S 2 —T)

HLVWFHi A (caplacizumab)

caplacizumab & —Fl NI B sE DA R B (T AR RS540 BD . RES5 VWSS & I HLIKT

VW 5 L/ MR 2 H (glycoprotein, GP) T b-IX- V BAHEAE M o BB R VWES Bk 5 1L/ M4
A SREETTPREE NI ERUAATE . caplacizumabyd izt BELWVWE- LN AR ELATE AT 0 i/ ix 24
TIMAERITE . (S0 “IRASPETTPR A 5 P TMAR R BA B2 SC T TTPR AR ALE] —F9)
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AR AR FIATL A RELW i35 B VWE S I/ MR BAE AT . caplacizumab 12 A g B 1E 30T 4
RERTRAETE A, (B A2 D PIADAMTSIS B SRR a, B T EHISrADAMTS 1335 14

IR B UAARTE Lo

caplacizumab{ERRIA BER. H3z— MR, FFF20194E2 H A3 EFDARHEHE, 7T 5TPERI G

A T TTPH AR IRYT -

® FRAE — H A4 AN E AR I RIG YT P i ] caplacizumab i B30 1o 125 LIRS AR A H HLAT)
BIRTT N 2 ¥ caplacizumab 5 TPE. i 5z i FIA 225 U« FATTIE MR 2 Huflf A
caplacizumab, {HANG X FAT G #E A% 2. FRATTHE AT BERZ 245 ) A E B R L /R
PR3 28 R B A 0 AR AR R A ROR AT e fe R (AR R 1o 20204EISTHAS R £ XA H]
caplacizumabifyFiTTPHEH 1A ZRAFRIHERELS] o

 HBEATEEI. MEER. WARGEISNSE KPR, RIS
A caplacizumab, [8 3% 86 H 7 Ak 2 VEIIBE T SRR . T DB I SRS
HETR T R FIAET . SRR L F L

o EHEEFERATELI, TAVEBAIIEIGIT A H caplacizumab(BIZ 245 T XE IR TELR)
(S I “Ge etk AR PE ML NS S0 IR A HIIRYT” . 5% T caplacizumab. i B2 Jit
RFIR 2 B0 — 1) o HARYERE R ZHA ™ B L DU 835 DUE 1 TPEFN G5 1 )
AT RAEGE . SR SEOET B I A AE R AT RETE LK. A,
caplacizumab3EH B35, ATREHG AN HI XU . FOSARCR W32 2 B RE(7] o

A L IAE— L WAIEHL T . caplacizamab Al AATPERIMERIGGIRTT . Bilan:

- R0 I I A G R (551
= XL A P B S B i PR E A L e TPE Y R85 (56,57
- fifi ffl caplacizumab ) Mfil M 85 HGE 1 S 5 TR e AfE SR TPE R 25 (58]

BIRCAH Il ] caplacizumab iy AME FITPER 41, HAEERABRZ AT, FATA2
KI5,

® jilj & — caplacizumab I UGk 241 Jm 85 B2 T 45 2 ) PRGN B O Uil 32 1 24 st B F3ARiE
o1 Img (X5 I PR P A 10mase A [R] 57 5 ELAE RR AR AL A AT 35 B 5 43R
Fy10mgo XA I A 28 S S Il 17 oF 24 36 S 0 (L A AR AN T o

i PR30 H caplacizumab ] FITE AT : 581 H ks 7 10mg, H{HTPEJF R T4 T
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ADAMTSI3{E RS 20%-30% LA L, AR R [ 5 IR Rt il o (22 0 SCVR) 7R 4E
Fr5 5880

® N R R — caplacizumab Al #4025 FEATLIAGS A3 T EL St A s rp . £91/300 8
BORE TR, EIE3436 B E A 134 (4%) M B HIIAL59T. 174 (59%) B PR H I A5 A
1 caplacizumab, #112f % A caplacizamabA A I PRECSCHHIIAL, 7T L4 T VWEIR G516
7. HIERZERIEF AR, WWF3C.

® SCHRHIEYE — SCHfcaplacizumabif P TTPA R HIEYE KR B W FEHLIALE (HERCULESFITITAN)
FHE KA B H S R 2R o o

* BEALIRS: - HERCULESTREG 4 N\ 14561 I 2 W i TTPRY I (2 RN, # H L 2=
caplacizumab] 5 2G4 (B HIGYY) . 16I7 R 2 RIKTPEJF30H (601, fr Ay EE 16
H#252 TPERE B B ia)r, gD T 2R ] 7R 235 Hidi. caplacizumabZ
HHEC 2RI 25 )R T -

- FETBCE /D[ vs 3(1% vs 4%)],

- /MR RIRE IEF . X ETPERYT AR/ R PR H 5.8 vs 9.4),
- SBAREE A DL(2% vs 38%) ., TTPBAL A A TS IETPEIR25H o

- AERE I 1] B A O H459.9 vs 14.4) ) NELICU HE B /DG HE34 vs 9.7),

caplacizamabf{ i 2V B IF, 1HH MR 565% vs 48%) . £ 14| Zcaplacizumab gy it
FHIEELHNM, FHTVVEREDIRIT

TITAN S 447551 5 BEAL4 2B caplacizumabZl st 22 REAIAL it 145 52 5 HERCULES
AW HEAA, HlcaplacizamabL AL E e, TPEMIE . BALE A 61],

o HYER - HABFFTHLEL T caplacizumabifyyy s GUiRpF 5 623541 /8% . G4FJLED 50
SN B B S JR[02-04] 0 X LERT ST A5 RS S RENLIRERARML . Blcaplacizumabifyy 4117
ML/ R o R B e G HE3-4 H N B o caplacizumab A 5[ HI ML, {H K%
BRER: m ESCRR, WA ER B T VWERGEYIGYT . — LR B/
14 2 AR Y (/MR %)

FT R IR EHETY

BEIHATPE)E , WAEREMMEBANA T AR P2 R80T Al . KR PP PR W A &l (S W
“BEATTP, HUSHE H-At A% ol i 457505 285 2 VAR ™)
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SCURIT I ERE S SE R

® 5 H W — 421 40 44 (complete blood count, CBC).  Ifil/MiiHEUHILDHK o Ifil /M i
LR e ML 75 AT E LR B Gl A 1k 502 RAR D) o

® SR — 4= HTPE)S , FATER 68 U MADAMTS 1375, [ TE R R RETCIE 7 ARG 45
Ko HBEEFRRLERM. (S0 FEETTP: QMRS FMEZ NN LR, T
M —14)

JE IR AR L INECT S BN PRAR HE (BN 22 RGEAERZE AR 1T 5E . FF AADAMTS137%
VEFE R SCRAESRC  WARIE 2o FATSHIBEIIAT AR . (H2RE /M B i) 22 24 09
PP I R S ) B AT SEFR AR Al R IR LAIADAMTS 1335 VA B F45 3677, (HIERNTAS 4%
ADAMTS13{E 45 RKAR SR G PRIR[65.66] 0 $E 5T A 25 BT BT ADAMTS 1335 14 [ A1
RN REAE B (S0 PARETTP: SVERIEIRE JE MR AL, KT Z MY
F 2 BGUIRTT LIS 14— )

I/t % BTt

Y YER S 58— BE WS R E IR RO RS R T B 45, AR AL E. (S0
REETTP: 2R AR JE FIZ AL, KT BN A7)

HeRr 5 S8 IR T T AN

® TPE - —HIG KWK . WL B IETPE, ARSCAEEING L 4RS i fITPE , B3 il /M4
S IEH (=150,000/pl)FfFpge = A2H o 53— HAEFACSIREMEATPE, B2 /MR A2
AT IR T S R AR E S B RS H , HARIE A BT PR A AT /s BT IR ML/
THECHS 0150,000/ uleo FoAl 122 37 BIASE 1L TPETI AN B A5 . R A o S B 8 il B T
HORFFAGE M XA AT DU/ O Bk 8 O B BRI, AT AR I S B AR S TR e X
B g I

® LIk RE - WARIE R /MG R B HITIRTPE, s CEE . ik
BRI BT FRUCE B B X AN DA e 0 RSR P AR SN Pk s B T bk B, AT
WHSTEFIETPEF L F SIS . Kb Ok S8 3 B H n3-5 H ONG)=5-7H

https://www.uptodate.cn/contents/zh-Hans/immune-ttp-initial-treatm...arch_result&selectedTitle=2~150&usage_type=default&display_rank=2 £816/35M


https://www.uptodate.cn/contents/zh-Hans/image?imageKey=HEME%2F120707&topicKey=HEME%2F1344&search=TTP&rank=2%7E150&source=see_link
https://www.uptodate.cn/contents/zh-Hans/image?imageKey=HEME%2F120707&topicKey=HEME%2F1344&search=TTP&rank=2%7E150&source=see_link
https://www.uptodate.cn/contents/zh-Hans/immune-ttp-initial-treatment/abstract/65,66
https://www.uptodate.cn/contents/zh-Hans/92827?search=TTP&topicRef=1344&source=see_link
https://www.uptodate.cn/contents/zh-Hans/immune-ttp-management-following-recovery-from-an-acute-episode-and-during-remission?sectionName=%E7%BC%93%E8%A7%A3%E6%9C%9F%E5%88%A9%E5%A6%A5%E6%98%94%E5%8D%95%E6%8A%97%E6%B2%BB%E7%96%97%E4%BB%A5%E9%98%B2%E6%AD%A2%E5%A4%8D%E5%8F%91&search=TTP&topicRef=1344&anchor=H2928302599&source=see_link#H2928302599
https://www.uptodate.cn/contents/zh-Hans/immune-ttp-management-following-recovery-from-an-acute-episode-and-during-remission?sectionName=%E7%AC%AC1%E4%B8%AA%E6%9C%88&search=TTP&topicRef=1344&anchor=H4518761&source=see_link#H4518761
https://www.uptodate.cn/contents/zh-Hans/immune-ttp-management-following-recovery-from-an-acute-episode-and-during-remission?sectionName=%E7%9B%91%E6%B5%8B&search=TTP&topicRef=1344&anchor=H4016008308&source=see_link#H4016008308

Ty AR /)RR S SR RREVHDIRETT - UpToDate 2022/5/3 22:14

(ACT,  DABAIA ML NG T 4ERr IR o X BEE S T I B I B i bk B AR S XU . A7 4
U HLEUA 5 LR E S , TEXLE M LR . ML T, Bk B A 5 &

Bt PORPIKR. BIERASEATTPE, e e XUR: . IRk 598 B B Il A A o7
ﬁ5_7 E' o

® BB B R - FAM S AEIE 1L TPE 5 4RER4y 250 BB B2 BT R IA T . 8 68 ATk Je s
Img/(kg - d)o — ELADAMTSI3{E IS 20%-30% , AT TF IR B H 8T B IR . il
FERAI2-3 o KRy BB LA R, I H AR p8A5 AT M Bz DR m R R 2 IR

® FIl AP — FA TR ARS8 AT IR ZE AR (I, —IR375mg/m?, — 1K, ¥
Leafil)o Wbk, WU TPERZE FH 28 PRIl R IE KA 2 P 2 5~ —
Y8t HTPEZ [ A IS 8] F] B (S 00 S i Bt i 56775 58

® caplacizumab — 3 F{if fil caplacizumabf 8%, TATSAENE ILTPEJR 4RSI 25, FrEiin)r =
ADAMTSI3FEVER G AR B, KA kG caplacizumab{ 25 J5 i L. —HADAMTS1355 %
AL 209%-30% , BIAEIARCA KB 6 E FDAZ i i B -FHERE Y30 H 4k 8 i, Rl s
caplacizamab, YHRFITPELEH J530H , ADAMTSI3VEW A WKE £20%-30% L) I, FA'l
SUREE 25 ZEADAMTSI33E LKA (R EL 2 i D B P AERZ R I (] BE ) o R TR s2 1A RE A
FH PHRYT R ADAMTS1375 ™ Bk = )MA B BRI E & 1545 f caplacizamab ;. 4
i 2 AR 28 B 7 % 56 A 30 H 5% caplacizumab,

A 4RSS IR B3 HARIL IR MEIR 2 ATAE 12 #E T, (HLAILIE DL 2 . % 18
PIRBH REGHEZ I 1S A PR A A5 R RO 1 SRR LA R RE 75 K bR AT A 2 Al T4
A, PN ARSI T RE S S A

FERCHIN, 2 IR A W RS R s & W R s, MWL . 300
SRR, (300 “Se P AR I MBS PR : PR R BT 6 F vk
i —H)

PO R T IR — 38 5 24 H B TPEA m] WL Mt BT, AR IR YT 1A B K Ta]
7 RE WAL (BRI AU IEHD « (B W ESOARIE)

UNARHIEGEIRYT H I A caplacizumab, RE A RESE . (2 W _ESCHIVWE{£ (caplacizumab)’)

R IR SRR SRS . M RGN F LDHAE A Je s GERETH ), 2-3H
Ja ML ANME BT IR T R o PERUE, RS W RERR 27-10 H IR B A, {H— 28 03 75 A I (] 5
JEL B B 1K [27,28,35]
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® 159%-20% [ & FEMS L TPEJE Bk I PR B ML, (/R DA
BMZERGREIR . i Al caplacizamab B 2 ADAMTS13 35 52 R] /D 8L o

® Z140% Y FEE AEPIN 22 A 150 AR 225 PRI & IR BRI PRI % . SR R % W T I LAE N o
il R 2 BT, E R RFER13%(52]. N EFrid, X SCRFERIAR TR N B AL A ) 2
Hffi. (B0 LS GREE M)

M RTHBOA BT+ — IR LM T B B0 H N BCR LTk E A 64 . FTREA LR
JRH . AR Z MR T RBCRIGIT T 5, BAWIma T, Banr R, RITgEE &2
LRIE, LIEBE R BMNAIGYT SR IG5

HETARESER — FRIRAIS WA TTPH B (3 BB TPEIAYT AL, MW7 M ATETTP,
RS A A AR W

® BT MAHAFIL /M 2

® B H IhRE AR A B IR A2

® HATIPHIMZ RS R LA, FE Rt R BRI

® AT HoAth w] R A A R B2 Wy

® ADAMTSI3/ & = (41, ADAMTS13EM:<10%) 375 EADAMTS 1344

DU REARITIPEDG T M A . (300 “G e LRV I KR VRS i % 0
I, T AAES )

HAt 2 W — BRITTP A HAd 5 it v] RE SR 2 ARl PRFEFLANDITMA) . s E AETHR IRy TIP A
AT BE HH AR B0 (0 A AR O R SRR D) o X TR0 A W B S MB35 58 A AR R R

PR X LT RN o SRR IEAE HARIZ IR T RETE R 0 R, X OL BTG : 34
TR A L S VA IR R G 512 W U HE A T s 7 5 A 845 B AR (67-69]

® S RIAAMAHARLL /N8 AT BE S5 25l Hopth U5 RS . o 4Rk AT TPE,

® YR A LU I BUETTPHIG P id R rp (0, O sk S EVEMEAD . I8 ATEIRTr HiAt

ROLHI [T, AT B ARBETTPHIIGT Y o ADAAHY A O S AT RE R 2R BR, R EL BT L

ik o
SUEADAMTS13{EE>10% A FEIARE =B B PREE DU f Hofth R 3R 5 16S BR824 s T T
REFEADAMTSI3EPE T . HIFAEF A B ADAMTSI34G 75 ¥ #8245 5501 (66,701, Bk

RHAB LB (W AT MR LR P SR I R R IRIS ™. % T ADAMTS1375
FEAR 1)
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Terminology and outcomes definitions for thrombotic
thrombocytopenic purpura (TTP)

Syndromes

Thrombotic Condition in which small vessel microthrombi form and cause

microangiopathy (TMA) = thrombocytopenia (platelet count <150,000/microl) and
microangiopathic hemolytic anemia (MAHA; schistocytes and
evidence of hemolysis)

Thrombotic TMA caused by severe deficiency of the ADAMTS13 protease,
thrombocytopenic which cleaves large VWF multimers
purpura (TTP)

= Immune TTP Acquired TTP caused by an autoantibody against ADAMTS13

= Hereditary TTP Genetic condition caused by biallelic variants in the ADAMTS13
gene

Outcomes of therapy for immune TTP

Clinical response Resolution of thrombocytopenia and hemolysis
-and-

Cessation of clinical deterioration

Remission Sustained response after stopping TPE and/or anti-VWF therapy
= (Clinical Sustained clinical response for =30 days
remission or-

ADAMTS13 remission (partial or complete)

= ADAMTS13 ADAMTS13 activity 220% but below the assay's lower limit of
remission normal
(partial)

= ADAMTS13 ADAMTS13 activity above the assay's lower limit of normal
remission
(complete)

Relapse Clinical and/or laboratory deterioration following remission
= (Clinical relapse Recurrence of thrombocytopenia following a remission, without

another cause (subsequently must be confirmed by documenting
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ADAMTS13 activity <10%)

= ADAMTS13 ADAMTS13 activity <20% following an ADAMTS13 remission
relapse
Exacerbation Recurrence of thrombocytopenia without another cause following

a response but <30 days after stopping TPE or anti-VWF therapy

Refractory disease Lack of a clinical response to initial treatment*

Refer to separate discussions in UpToDate for the approach to managing immune TTP,
hereditary TTP, and other TMAs.
= (linical remission can occur without ADAMTS13 remission, but ADAMTS13 remission is
always accompanied by clinical remission.
= (Clinical relapse is always accompanied by ADAMTS13 relapse, but ADAMTS13 relapse
can occur without clinical relapse.
= Preemptive treatment of ADAMTS13 relapse can induce ADAMTS13 remission and
reduce the risk of clinical relapse.
Anti-VWF therapy includes caplacizumab and other therapies under development.

VWEF: von Willebrand factor; TPE: therapeutic plasma exchange; LLN: lower limit of normal;
DIC: disseminated intravascular coagulation.

* Refractory disease is rare in the era of rituximab and anti-VWF therapy. If thrombocytopenia
persists despite TPE, rituximab, and anti-VWF therapy, other potential causes such as sepsis,
DIC, and drug-induced thrombocytopenia should be investigated.

Adapted from: Cuker A, Cataland SR, Coppo P, et al. Redefining outcomes in immune TTP: An international working
group consensus report. Blood 2021; 137:1855.

Graphic 132744 Version 1.0
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Algorithm for the initial treatment of acquired, autoimmune thrombotic t

purpura (TTP)

* Neurologic abnormalities

¢ Elevated serum troponin level
* Other signs of critical illness

* Up-front caplacizumab

* Decreased level of consciousness

Acquired, autoimmune TTP risk stratification
= High-risk disease includes one or more of the following:

Individuals without these features are considered standard risk.

= Therapeutic implications of high-risk disease:
* Higher glucocorticoid dose (eg, intravenous
methylprednisclone 1000 mg per day for 3 days)

Clinical diagnosis of acquired,
autoimmune TTP* with risk
stratification (refer to table at left)

Treat:
= Urgent PEX (daily)

risk stratification) 1
= Rituximab

= Glucocorticoids (dose based on

= Caplacizumab for high-risk patients
= Ongoing evaluation for other diagnoses

v

will be available

Within the first week of therapy,
most patients with autoimmune TTP will
have a platelet count increase, and the

results of ADAMTS13 activity testing

Platelet count increases and
ADAMTS13 activity obtained
on presentation <10%4

and/or

new neurologic abnormality

Platelet count
2150,000/microlL for 2 days

or

platelet count plateau
(normal or supranormal) for 3 days

I
Yes

¥

1
No

A4 v

Platelet count does not increase and
ADAMTS13 activity obtained
on presentation <10%4

Disease response: ¢

= Refer to algorithm for tapering
therapy in responding disease

Refractory disease:
= Treat aggressively with the following:
* PEX
 High-dose glucocorticoids 1l
* Continue or start rituximab
* Continue or start caplacizumab
» Additional therapies may be required 8
= Ongoing evaluation for other diagnoses

= Tapering of therapy for those whose
disease responds

Platele
AD
ong

Diagnosis
= Make .
anoth
primai

= Indivit
contin

This algorithm applies to individuals with a presumptive diagnosis of acquired, autoimmune TTP that
autoantibody-induced ADAMTS13 deficiency. It should not be used for individuals with drug-induced
other causes of MAHA and thrombocytopenia such as malignancy or DIC. Refer to UpToDate for addi

TTP: thrombotic thrombocytopenic purpura; PEX: therapeutic plasma exchange; TMA: thrombotic mic

disseminated intravascular coagulation; MAHA: microangiopathic hemolytic anemia.
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* Diagnosis is based on the finding of MAHA and thrombocytopenia without another explanation. Ne
be present but are not seen in all patients; renal impairment is rare. We risk-stratify patients based or
ADAMTS13 activity testing should be performed as soon as possible, ideally before PEX is initiated; hc
be available for several days. Refer to UpToDate for details of the diagnostic evaluation, including the
score and other criteria that give high confidence in the diagnosis of TTP, which is based on clinical cr
on ADAMTS13 activity.
9 The following therapies are used in addition to PEX:
= Glucocorticoids are given to all patients based on their potential to improve ADAMTS13 levels. |
stratification (refer to inset box):
® High-risk disease - Methylprednisolone 1000 mg intravenously per day for 3 days followed
daily orally.
e Standard-risk disease - Prednisone 1 mg/kg per day orally.
= Rituximab is used as part of initial therapy unless there is a contraindication. This is based on e
rituximab may reduce the risks of exacerbation and relapse and may hasten the response to tF
= Caplacizumab is given to those with high-risk disease to avoid potentially life-threatening comy
A Response criteria are based on platelet count, with the exact details individualized according to the
treating clinician; refer to UpToDate for further discussion of these criteria.
& ADAMTS13 activity <10% is consistent with a diagnosis of TTP. Rarely, patients may have a slightly h
include an individual who has already undergone PEX before the blood sample was obtained. ADAMT
generally consistent with response to treatment or a condition other than TTP; in some cases, individ
values (in the range of 10 to 20%) may have a condition other than TTP. If an individual has an increas
ADAMTS13 activity >10 to 20%, therapy is individualized based on the clinical distinction between resc
resolving cause of thrombocytopenia. Refer to UpToDate for further discussion of ADAMTS13 testing,
interpretation.
§ Refer to UpToDate for options if TTP does not respond to PEX, high-dose glucocorticoids, rituximab,

Graphic 120708 Version 2.0
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Algorithm for tapering therapy after an initial response in a patient with
acquired, autoimmune thrombotic thrombocytopenic purpura (TTP)

Patient with acquired TTP undergoing treatment
who has an initial platelet count response *

v
= Discontinue PEX
= Continue other therapies (eg, glucocorticoids,
rituximab, caplacizumab)
= Observe for exacerbation:
e Daily: 1
o Clinical assessment
o CBC
o LDH
o Weekly ADAMTS13 activity

v

Exacerbation, manifested by a fall in
platelet count or an increase in LDH
within 3 to 5 days after stopping PEX

I

I 1
Yes No

¥ ¥

= Assess for new conditions (eg, catheter-associated
sepsis; drug-induced thrombocytopenia)
= If no other causes of thrombocytopenia or increased
LDH are found, treat as refractory diseasef:
* Restart PEX
* Initiate or continue other therapies
(eg, glucocorticoids, rituximab, caplacizumab)
* Possible use of additional therapies

= Remove central venous catheter

= Extend platelet count monitoring
to every 2 to 3 days

ADAMTS13 increased to >20 to 30%
I

r 1
Yes No

v v

= Taper glucocorticoids over 2 to 3 weeks

= Complete course of rituximab (if receiving)
= Discontinue caplacizumab (if receiving)

= Extend monitoring interval

= Taper glucocorticoids over 2 to 3 weeks
= Initiate or complete course of rituximab
= Initiate or continue caplacizumab

= Continue platelet count monitoring

A4

A

Recurrence of TTP findings

A

Initiate treatment: &

= Within 1 month of the acute episode - Treat as refractory disease
= Longer than 1 month after the acute episode — Treat as relapsed disease

This algorithm outlines our approach to tapering therapy in an individual with acquired,
autoimmune TTP who is receiving therapy and has a documented platelet count response,
defined as a platelet count >150,000/microL for 2 days or a platelet count plateau (normal or
supranormal) for 3 days. Refer to UpToDate topics on treatment of acquired autoimmune TTP
and management following recovery from an acute episode of TTP for additional details about
monitoring and interventions.
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TTP: thrombotic thrombocytopenic purpura; PEX: therapeutic plasma exchange; CBC: complete
blood count; LDH: lactate dehydrogenase.

* Defined as a platelet count >150,000/microL for at least 2 days or a stable platelet count
plateau in the normal or supranormal range for 3 days. Refer to UpToDate for details.

9 Daily assessment of clinical status, CBC, and LDH is done for approximately 2 to 3 days after
stopping PEX; monitoring is then extended slowly, with the exact timing dependent on clinical
status.

A Individuals who have a recurrence within a month of the acute episode are considered to have
refractory disease and are treated more aggressively. Those who have a recurrence more than 1
month after the acute episode are considered to have a relapse and are treated for a new
episode, similarly to the previous episode. Refer to the UpToDate algorithm on initial treatment
of TTP and the UpToDate topic on treatment of refractory or relapsed TTP for details of
management.
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