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» WOAUOMNATUYECKAA TPOMBOLIUTONEHUYECKAA NMYPNYPA (UTN)

* 3aboneBaHue, XxapaKTepusyloLLLeecs CHUKeHUnem ypoBHA Tpomboumtos <100 Tbic/mKn*
obycnoBneHHoe BbIPabOTKOW aHTUTEN K aHTUTEHaM TPOMOOUUTOB

* B ocHoBe naTtoreHe3a UTI nexXunT He TONbKO NOBbILLEHHOE pa3pyLleHne TPOMOBOUMTOB, HO U
HeAOoCTaTOYHaA UX NPOAYKLUMUA.

* HopmanbHoe copepkaHne TpomboLunToB B Kposu ~200-400 Tbic/MKn

1. Francesco Rodeghiero et al. Blood (2009) 113 (11): 2386-2393. Pfﬂaﬂfﬂvﬂ

(antpombonar)



p 3AEO/IEBAEMOCTb UTI

4,5-20 cnyuaes PacnpocTtpaHeHHocTb UTM B mmnpel?
’

Ha 100 000 HaceneHuna

1.6-3.9 cryuan Ha 3abonesaemoctb UTM B mupel?
4 ’

100 000 HaceneHuA B rop,

2. 042100 q1oic 3aboneBaemocTb B3pOC/0ro
) 5

HaceneHusa B Poccuns
Hace/sleHuAa B roa

1,2
~g 2-3 pasa My>KUnHbl 6ONEIOT perke KeHLWMH

MEKBE D69.3 XpoHuueckaa UTM Bxoaut

B NepeyeHb opdaHHbIX 3aboneBaHnn*>

Neunert C., et al. The American Society of Hematology 2011 evidence based practice guideline for immune thrombocytopenia. Blood. 2011; 117(16): 4190-207. doi: 10.1182/blood-2010-08-302984.

1.

2. Provan D. et al. International consensus report on the investigation and management of primary immune thrombocytopenia. Blood. 2010; 115(2): 168-86. doi: 10.1182/blood-2009-06-225565. -t ®

3. MenuksaH AJL. c coasT. peasapuTenbHbIe PE3yNbTaTbl IMUAEMUONOTMYECKOTO UCCIeA0BAaHUA UANONATUYECKON TPOMBOLMTONEHNYECKOM MYPryp bl y B3poC/bix B Poccuiickoit ®eaepauum.» Fematonorus u TpaHcdysumonorus, anaﬂm
2019, 64(4) 436-446

4. http://www.emedicine.com/emerg/TOPIC282.HTM i

5. http://www.medlinks.ru/article.php?sid=23252 (SﬂTpOMﬁﬂﬂar)



» TN - COLUUANBHO 3HAYUMOE 3ABO/IEBAHUE

KayecTBo *KM3HU CTPAAAET CONOCTaBMMO C APYTMMU TAHKENBIMU XPOHUYECKUMM 3aboneBaHnAMM
(peBMaTOMAHBIN apPTPUT, CaxapHbl Anaber)

O6WMin PUCK NETANbHOIO UCX0Aa B TeYeHMe 2 NeT Nocne YCTaHOBAEHUS AnarHosa npu
ANTENbHO HabatoaatoLelica TpomboumToneHnm (<30 Tbic/MK) NoBbiWeH B 4 pa3a no
CpaBHEHMUIO C 0bLEen nonynaunm

NetanbHocTb cpeam naumeHToB ¢ UTI nocne BbINONHEHHOM CNJIEHSKTOMUKM MOKET A0CTUraTb
15%

Mpwu pedpaktepHon UTIM netanbHOCTb 3a 10 net 6onesHn gocturaet 10%

E, Hayashi Sh, Fujimaki K et al. Blood (ASH Annual Meeting Abstracts) 2006; 108 (11): abstract 1077.

w
Berchtold PBenjamin Djulbegovic, Yael Cohen. Blood 20, 01;97:2549-2554 ®
Tanaka ., McMillan R. Blood 1989; 74:2309-17.9. PEB"”E””
Bourgeois E., et al. Br.J. Haematol. 2003;120:1079-88.10.
McMillan R., Durette C. Blood 2004;104:956-60. (antpombonar)



» KPUTEPUU JUATHOCTUKU UTN

N30/1MpoBaHHasA TpomboumToneHus < 100,0 x 10°/n1 Kak MUHUMYM B ABYX aHa/IN3ax KPOBY;

oTcyTCTBME MOPGDONOrNMYECKNX U PYHKLMOHANbHBIX aHOMAAUM TPOMOOLUTOB;

OTCYTCTBME NATONOrMN NMMPOLNTOB, FPAHYNOLUTOB U 3PUTPOLMTOB;

NOBbIWEHHOE NN HoOpManbHoe Konmndectso MKLL B mnenorpamme;

HOPMa/ibHble Pa3Mepbl CENE3EHKU;

Ha/iMume aHTUTPomMbouMTapHbIX AT B BbICOKOM TUTPE;

HOpMa/ibHble NoKasaTtenu Hb, 3pUTpPoLMTOB U PETUKYIOLMUTOB;

0 N O 01 Ao W N BB

OTCYyTCTBUE APYITNX NAaTONOINNMHYECKUX COCTOHHVIVI, Bbl3blBaAOLWNX TpOM6OLI,VITOI'I€HVII-O.

' ®
1. Menukan AJ1., FTemaTonorusa u TpaHcdysmonorus, Vol.62, Nel, 2017, suppl.1 KnMHnyeckme pekomeHAauUM Mo IeYeHUI0 MAMONATUYECKON TPOMBOLUTONEHNYECKON PEB"”E””
nypnypbl y B3pocsbix http://cr.rosminzdrav.ru/schema.html?id=127#/text ‘% (antpombonar)



P KNACCUDGUKALMA UTN MO XAPAKTEPY U BbIPAYXEHHOCTU
FTEMOPPAITMYECKOIo CMHAPOMA (MO BO3)

CreneHb Bblpa)eHHOCTb
KpoBonotepu

0 HeT remopparum

1 MeTexmm n sKXMMO3bl MeTexmm, KPOBOTEUYEHUA N3 CIN3UCTbIX 060/I0YEK,
(eanHWn4HbIE) KPOBOU3NUAHUA B CKNepbl 6e3 HapyLLUeHUA 3peHmnn

2 He3HaunTenbHas MeneHa, pBOTa KPOBbIO, reMaTypua, KPOBOXapKaHbe
KpoBonoTeps

3 BbipaxkeHHan noTteps Kposu Jlloboe KpoBoTeueHue, Tpebytolee nepenmBaHuA

KPOBM MU KPOBE3aMEHUTENIEN
4 Taxenas KpoBonoTepsA KPOBOW3MAHWA B FOJIOBHOM MO3T UM CETYATKY

rna3a, Kposote4yeHnA C 1eTa/ibHbiIM NCXO40M

1. Menukan AJ1., Ffematonorua v TpaHcdysmnonorus, Vol.62, Nel, 2017, suppl.1 KnvHu4Yeckme pekomeHaaumuy no ie4eHmto naMonaTMYecko TpoMbouUToneHnYecKom ana”f”vﬂ“

nypnypbl y B3pocabix http://cr.rosminzdrav.ru/schema.html?id=127#/text
i (antpombonar)



» KNACCUPUKALMA UTN NO ANUTENBHOCTU

Knaccuopumkauma UTH

Bnepsble AnarHoCcTMpoBaHHaA B TeueHune 3 mecauyes nocne NOCTaHOBKM AMarHo3a

Mepcuctupytowan B TeueHune o1 3 go 12 mecaues nocse NoCTaHOBKM AMarHosa
XpoHuyeckasn OnvntenbHocTblo 6onee 12 mecaues
1. Menukan AJ1., Ffematonorua v TpaHcdysmnonorus, Vol.62, Nel, 2017, suppl.1 KnvHu4Yeckme pekomeHaaumuy no ie4eHmto naMonaTMYecko TpoMbouUToneHnYecKom ana”f”vﬂ“

nypnypbl y B3pocabix http://cr.rosminzdrav.ru/schema.html?id=127#/text
i (antpombonar)



» KNACCUPUKALMA UTN MO TEYEHUIO

Knaccuopumkauma UTH

Ta)kenaa Hanunune cumnTomoB KpoBoTeyeHUs B AebtoTe 3abonesBaHuaA, noTpeboBaBLINX
Ha3HayeHus Tepanun/ BO30OHOBIEHMNE KPOBOTEYEHWI C HEOBXOAMMOCTbIO
NPOBeAEHUA AONO/THUTENbHbIX TEPAaNEBTUYECKUX MEPONPUATUIA, MOBbILLIAIOLLNX
4YMCNo TPOMBOUMTOB, UM YBEINYEHUS A03UPOBKU UCMONb3YEMbIX
NIeKapCTBEHHbIX CPeACTB.

Peq)paK'repHaﬂ OTCYTCTBME HENOCPEACTBEHHOIO OTBETA HA CMZIEH3IKTOMUIO, NOTEPA OTBETA MNMNOCNE
CNJIEH3KTOMUU U HeO6XO,£I,MMOCTbI-O nposeaeHunA ,u,aanel‘/iLuero nevyeHna and
KynmMpoBaHUA KIMHUYECKN 3HAYNMDbIX KpOBOTe‘-IEHMﬁ

Pe3uncreHTHas OTCYyTCTBME UNN NOTEPA OTBETA NOCNE 2 n bonee KypcoB ﬂEKapCTBeHHOﬁ
TEepanuu, Tpe6yrou.|,me BO30OHOBNEHUSA IeYEHUS.

1. Menukan AJ1., TemaTtonorua u TpaHcdysunonorusa, Vol.62, Nel, 2017, suppl.1 KnuHuyeckme pekomeHAaLMU MO NEYEHNIO MAMOMNATUYECKON TPOMBOLMTONEHUYECKOoM anaﬂfﬂvﬂ“

nypnypbl y B3pocabix http://cr.rosminzdrav.ru/schema.html?id=127#/text
& (antpombonar)



P TEYEHWE 3ABOJIEBAHUA Y B3POC/IbIX U AETEN

XpoHuyeckoe TeyeHue y 60NbLIMHCTBA NauMeHToB? Kak npaBuno, ocTpoe TeyeHue, TpaH3uTopHoe!3
OTcyTCcTBME ABHbIX TPUrTeposL? YacTto npeaLectsyeT BUpycHasa nHbeKkumal-?
CnoHTaHHble pemuccum <10%4 CnoHTaHHble pemuccum >80%*2

Taxenoe nepcuctupytollee teyeHne ~10%—35%2

MporHo3upyemble nNoKasatenu 5-netHeu HU3KMN pUCK N1ETANIbHOMO NCXOAa U TAXKENbIX
cmepTHOCTU: oT 2,2% ana naumeHtos <40 net go KpoBOTeYeHUIn>

47,8% pnna naumeHtos >60 neT.?

*eHuwmHbl 60netoT B 2 pasa yalle myxumH® HeHCKuit non = myxckon non®

EEESE(;%;Etmggtz%:f%LE;EE%&%%%&;;%%?@%VGeneral Haematology Task Force. Br J Haematol 2003; 120: 574-96; anaﬂfﬂvﬂﬂ

oUpWNE

Cines DB, et al. Blood 2005; 106: 2244-51;
Cohen YC, et al. Arch Intern Med 2000; 160: 1630-8; 7. Cines DB, et al. N EnglJ Med 2002; 346(13): 995-1008 (3_,‘] TpOMﬁﬂna r)
Cines DB, et al. N Engl J Med 2002; 346(13): 995-1008



» PUCK KPOBOTEYEHWIA BO3PACTAET
NMPU YPOBHE TPOMBOLIUTOB <50 TbIC/MKN

413.3.. : LUKAJTA KPOBOTEYEHN BO3
4 .
0 | HeT KpoBOTeuyeHUA
37 §"" ¢ i 1 | MMHMManbHbIe KPOBOTEUEHMA NOC/e
x .
= TpaBMbl
2 |3 :
E 2] ?:‘, o3 % oo 2 | CnoHTaHHble KpoBOTEYEeHUA, KoTopble
o CamMu npekKpaLLatoTcaA
x
‘RS : 3 | CnoHTaHHble, HO HacTopaXuBatoLme,
1 - § :00 L BN R X 2 2 L 4
33222 : KpoBoTeyeHusA
4 | Taxkenble XuU3Heyrpoxxatowue
¢
0 333‘»30«?“00 s e 4 | iz Mo see0 o4 o oo o KpOoBOTEYEeHMA
10 20 40 50 60 80 100 120 140
N TpomboumTos x 103/uL
1. Lacy et al, Semin Thromb Haemost 3, 160-4 (1977) anaﬂfﬂvﬂﬂ

& (anTpom6onar)



» PUCK KPOBOTEYEHWUI Y BO/IbHbIX UTN

dPaKTopbl PUCKA KPOBOTEYEHUIN

HusKoe KonnyecTso TpOMGOLIMTOB

* <10 X 10°/n npotns >20 X 10%/n OTHowweHue puckos: 46,3, 95% AW: 19,4-110,6

* 0110 g0 19 X 10°/n npotns> 20 x10%/n OTHOWeHue puckos: 5.1, 95% AN: 2.3-11.2
YeHckui non OTHOLWeEHMe pUCKoB: ana myxuuh, 0,4, 95% [AU: 0,2-0,8
Tepanua HMBC OTHoweHune puckos: 4,4, 95% OW: 1,1-18,7
Tepanua aHTUKOAryIAHTHbIMM NpenapaTamm OTHoweHne puckos: 4,5, 95% AW: 1,4-14,4

*  Konunyectso TpoMb60oLMTOB, eHCKuiA non, npuem HMNBC 1 aHTUKOAry1aHTOB A0/IXHbl PAaCCMaTPUBATLCA MPU OLEHKe PUCKa

KPOBOTEUYEHUN.
*  Taxenoe KpoBOTeYEHME, BEPOATHO, CBA3AHO HE C YPOBHEM TPOMOOLUTOB, @ C MHANBUAYA/IbHBIMW 0COHBEHHOCTAMM BONBHOTO.

1. Marie PielJulian, et al. Risk Factors for Bleeding, Including Platelet Count Threshold, in Newly Diagnosed ITP Patients. Blood 2017 130:1041

PEBONERA

i (antpombonar)



» PEKOMEHOALIMN MEXAYHAPOOHOIO KOHCEHCYCHOIO OTYETA MO
AWUATHOCTUKE MEPBUYHOM UTN Y AETEN U B3POC/bIX, 2019

*  [marHos UTI ocHOBaH rnaBHbIM 06Pa3OM Ha UCKKOYEHUM APYTUX MPUYUH M30IMPOBAHHON TPOMBOLIUTONEHMM MO AAHHbBIM
aHaMHe3a, PpusnKanbHoro obcren0BaHUA, aHa/IM3a KPOBU U Ma3Ka Nepudepmnyeckolr KpoBu (MCKAOUYEHMEe ApYrnx
reMaTo/IOrMYEeCKMX PACCTPOMCTB, BKIOYAs HACNEACTBEHHYO TPOMOOUUTONEHMIO U NCEBAOTPOMOOLMUTONEHMIO).

*  [pw npoBegeHUM Tepannum HeobXoaMMO KOHTPONIMPOBATL OTBET HA HEE MYTEM MOHUTOPUHTIA COAEPKAHUA TPOMOBOLNTOB.

*  [lepBWYHbII AMArHO3 AO/KEH CTaBUTbCSA HAa OCHOBAHWM MONHOIO aHaMHe3a, pe3ynbTaToB pUanKanbHoOro obcienoBaHmaA, obuiero
aHa/NM3a KPOBM M IKCNEPTHOM OLEHKM Ma3Ka nepudepunyeckon Kposu (pekomeHaaums Knacca C).

° CornacHo nMmernwmnmca aaHHbIM, eCin UMeeTCAa U30NTNMPOBaHHAA TpOM6OLI|MTOI'IeHMFI, N OTCYTCTBYHOT OTKZIOHEHUNA PE3yNbTaTOB
¢M3MKaI'IbHOI'O O6CJ'IeAOBaHVIﬂ nnn nccnegoBaHMA maska KpoBu, TO ccnegoBaHmne KOCTHOroO mo3ra He Tp86y6TCFI
(peKOMeH,ﬂ,aLI,Mﬂ Knacca B), HE3aBUCUMO OT TOTo, pEKOMEHAYETCA NIEYEHUNE NN HET.

* B otaenbHbix reorpadpuyecknx permoHax nepBUYHOE AMarHocTMYeckoe obcnenoBaHNe JOMKHO BKAOYATL OOHapyKeHue
Helicobacter pylori nocpeacTBom ypeasHoro AbixaTeNbHOro TecTa Uau TecTa Ha aHTUIeH B Kane (ypoBeHb foKa3aTeNbHOCTH |la;
Knacc pekomeHzaumm B).

1. Provan D, Arnold DM, Bussel JB, et al. Updated international consensus report on the investigation and management of primary immune thrombocytopenia. Blood Adv. PEB"”E”"”E
2019;3(22):3780-3817.d0i:10.1182/bloodadvances.2019000812. a .
(antpombonar)



» PEKOMEHOALIMN MEXAYHAPOOHOIO KOHCEHCYCHOIO OTYETA MO
AWUATHOCTUKE MEPBUYHOM UTN Y AETEN U B3POC/bIX, 2019

9 BonbWWHCTBO aBTOPOB NPOBOAAT BCEM B3POC/IbIM NALMEHTAM Ha PEryispHON OCHOBE TeCTbl Ha BUpYC renaTtuTta B (HBV), BUY n
Bupyc renatuta C (HCV) (ypoBeHb aoKasaTenbHocTH llb).

*  KonunuectBeHHOe onpeaeneHne MMMyHoOrnobynmHoB (Ig) NnokasaHo A1a UCKAKYEHUS CUHAPOMa UMMYHoaeduumnTa (YypoBEHD
AokKasartenbHoctu |V; pekomeHgaums knacca C) unm go BBUT. Y getent ypoBeHb Ig MOXHO N3MeEPATb B Hayasle 1Ie4eHUs U
HEeobXxoAMMO U3MEPATb MPU CTOMKOM U XpOoHUYecKom TedyeHnu UTI B pamKax nepeoLeHKM COCTOAHMUS.

*  WccnepoBaHWe KOCTHOTO Mo3ra MOXKeT BbiTb LienecoobpasHo B Cnyyae peunamsa nocae pemmccum, oTCyTCTBUA OTBETA Ha
HAYa/IbHYO TepPanuio, Koraa BCTAaeT BOMPOC O CN/AEHIKTOMUU, UM OBHaPYKeHMA APYTrMX OTKIOHEHWUI KOIMYecTBa MU
MOpPdONOrnKn KNEeToK KpoBu (YypoBeHb AoKasaTenbHocTH lll; knacc pekomeHaaumm C). B ngeane gaHHoe nccnegosaHue A0MXKHO
BK/IIOYATb OLLEHKM MEeToAamMu acnmpauumn, Broncmum, NPOTOYHOM LUTOMETPUN N LUTOTEHETUYECKOTO aHann3a (ypoBeHb
AoKasaTenbHocTH |V; pekomeHaauma knacca C).

*  WTN moxeT H6bITb NEPBUYHOM UM BTOPUYHOMW, TO €CTb, Pa3BUBAIOLLENCA BCNEACTBUE APYIMX MEANLMHCKMX COCTOAHUNR,
MMEIOLLIMXCA Ha MOMEHT MOCTaHOBKM AMarHosa. BoiaenatoT snepsble BbigBAeHHY (0—3 mecAua), ctonkyto (>3—12 mecsaues) u
XpoHuyeckyto dopmy UTM (>12 mecaues).

1. Provan D, Arnold DM, Bussel JB, et al. Updated international consensus report on the investigation and management of primary immune thrombocytopenia. Blood Adv. PEB"”E”"”E

2019;3(22):3780-3817.d0i:10.1182/bloodadvances.2019000812.
a (antpombonar)



» 0219 NOCTAHOBKU ANATHO3A UTN C/IEQYET UCK/TIOYUTb COCTOAHUA,
nPnBOoAAWLUNE K CHUKEHUIO YPOBHA TPOMBOLUTOB:

PaHee ycTaHOBAEHHbIM UM BO3SMOXHbIM BbICOKMIA PUCK MATONOFMYECKUX COCTOAHUM, KOTOPble MOTYT ObITb CBA3aHbI C

MMMVHHOVI TpOM60LI,VITOI‘IEHVIel7I (Hanpumep, nudekuuamm (BUY, HCV, HBV)), ayTonmmyHHbIMU/MMMYyHOAE OULUTHBIMU cOCcTOAHMAMM (BHU, cucTemHas
KpacHas BosvaHka uam A®C) 1 310KavecTBEHHbIMU HOBOO6pa3oBaHUAMM (Hanpumep, AMMdbonponndepaTUBHbIMMU 33601EBaHUAMM).

3aboneBaHue nevyeHmn (BKNKOYAA LMPPO3 NEYEHM MU NOPTA/IbHYIO TUMEPTEH3MIO).
CnneHomeranus.

Mprem NeKapCTBEHHbIX MPEenapaTos, 310ynoTpebneHne ankoronem, ynotpebieHne XmHMHa (TOHU3UPYIOLWMIA HANKUTOK),
BO3ENCTBME TOKCMHOB M3 OKPYKaAtOLWEN cpesbl, XMMMUOTepanus.

3aboneBaHUA KOCTHOrO MO3ra, BkaOYas MUENOAMCNNACTUYECKME CUHAPOMbI, NEMAKO3bI, ApYr1e 310KavyecTBeHHbIe 3ab01eBaHMA, MeTacTasbl, Mmenodunbpos,
annacTMYecKyto aHeMuto, MeranobaacTHyo aHemuto, mmenodTns n 6onesHs Mowwe.

He,u,a BHME NepennBaHUA KPOBMU (B pefKux caydasx BCTpeYaeTca nocTTpaHcdysvoHHan nypnypa) U BaKUMHALUUN.

HaCI'Iep,CTBeH HaA TpOM6OLI,MTOI‘IeHVIﬂ: TAR-CMHAPOM, PaivOy/IbHAPHbIA CUHOCTO3, BPOXAEHHasA amerakapmMouuTapHas TPOMBoLMTONEHMS, CUHAPOM
Buckotta—Ongpuya, MYH9-cBA3aHHOe 3aboneBaHme, cuHapom bepHapa—Cynbe, BB Tvna l1B, BB TpomboumTapHoro Tuna.

N m S HeR B

Opyrne TpomboumnToneHNYecKne pPaccTPoMCTBa (ABC, TN, IYC, cuHapom JsaHca).

1. Provan D, Arnold DM, Bussel JB, et al. Updated international consensus report on the investigation and management of primary immune thrombocytopenia. Blood Adv. anaﬂfnvﬂ“

2019;3(22):3780-3817.d0i:10.1182/bloodadvances.2019000812.
& (antpombonar)



» PEKOMEHOALIMN MEXAYHAPOOHOIO KOHCEHCYCHOIO OTYETA MO
OUATHOCTUKE NEPBUYHOM UTN Y AETEN U B3POCAbIX, 2019

ba3oBblii NhaH 06CﬂeAOBaHMﬂ BCex TecTbl Ha NOTeHLUMa/IbHYHO NO0/1b3y TecTtbl Ha HenoAaTBepPXXAEeHHYI

nauueHToB BNA neyeHUa naymeHTa c UT WU HETOYHYIO NoNb3y™*

AHaMHe3 naumeHTa [NMKonpoTenH-cneunduyeckme aHTUTeNa (MoryT NPUMEHATLCA B TPYAHbIX C/ly4asX, HU3KaaA | YposeHb TMNO
YYBCTBUTE/IbHOCTb, HE NEPBUYHBIN ANUArHOCTUYECKUI MEeTOL)

CemeWHblIi aHaMHes3 AHTUdOoCchoNMNuaHble aHTUTENA (BKIKOYAA QHTUTENA K KAPTUOIUMUHY U BOYAHOYHbI PpaKuma peTUKyNAPHbIX
QHTUKOArYAAHT) MPU HAIMYUUN KIUHUYECKUX NPU3HAKOB aHTUHOCHONUMNUAHOTO CMHAPOMA |TPOMBOLUTOB/HE3PEbIX
TpomboumToB
dusnkanbHoe obcnesoBaHme AHTUTENa K TMPEOUAHbIM FOPMOHAM M NMOKa3aTenn GyHKLMMU WUTOBULHOM Kenesbl
OAK u copeprKaHue peTUKyoLnToB | TecT Ha 6epeMeHHOCTb A1 KEeHLMH AeTOPOoAHOro Bo3pacTta Bpemsa cBepTbiBaHMA KPOBU
MasoK nepudepryeckomn Kposu AHTUHYKNEapHble aHTUTena CbIBOPOTOYHbIN KOMMNAEMEHT

KonunyectseHHoe onpegenexue Igt |MLUP Ha 36B, LLMB 1 napsosupyc

lpynna kposwu (Rh) MccnepoBaHme KOCTHOrO Mo3ra (Y OTAeNbHbIX MaLMeHTOB; CM. TEKCT)
BUMY £ Mpamoi aHTUrNobyAMHOBLIN TECT

HCV H pylori ¥

HBV

LLMB — untomeranosupyc, 6B — Bupyc InwreitHa—bapp, NLP — nonnmepasHas uenHasn peakuus, YTB —yactuyHoe TpombonnactuHosoe Bpems, Rh — pesyc, TMO — Tpom6oNoaTUH. * 3HaYeHune 3TUX UCCNefoBaHui ana
AnddepeHumanbHoi gnarHoctrku UTM oT Apyrux TPOMBOLMTONEHNI He NOATBEPKAEHO, OHU He ABNAIOTCA OCHOBaHWEM AnA Bbibopa neveHus. T KonnuectseHHoe onpepeneHue Ig obocHoBaHo ana aeteit ¢ UTM U pekomeHA0BaHO
ONA feTelt Co CTOMKOM unm xpoHuyeckoi MTM B pamkax nepeoueHKku. ¥ PekomeH[0BaHO 60/1bLIMHCTBOM Y1eHOB paboyeit rpynnbl ANA B3POC/AbIX NALMEHTOB U3 COOTBETCTBYIOLLErO reorpaduyeckoro permoHa.

1. Provan D, Arnold DM, Bussel JB, et al. Updated international consensus report on the investigation and management of primary immune thrombocytopenia. Blood Adv. anaﬂfnvﬂ“
2019;3(22):3780-3817.d0i:10.1182/bloodadvances.2019000812. & 6
(antpombonar)



» OCHOBHbIE NPUHLUNbI TEPANUN UTN

Llenb neyeHnA — yCTpaHEHNE reMOPPArM4YecKoro CMHAPOMA U yay4dleHue COCTOAHMUA 60nbHOrO npn 4OCTUXKEHUN XOopoLlero
Ka4yecCTBa XXU3HU, a HE HOPMa/1n3auuna Konnyecrtsea TpOM60LI,I/ITOB;

Konnyectso 3Ha4yeHune

TpomboLmTOB

2100,0 x 10°/n MonHocTbio o6ecneunBaeT remocTtas 1 No3BOASET NPOBOAMUTL ONEPATUBHbIE BMeLLaTe/IbCcTBa U
popopaspelueHne 6e3 pucKa pa3BUTUA KPOBOTEYEHUI

>50 x 10°/n Be3onacHasa KOHLUEHTpauusa TPOM6oLuMTOB, NpoTeKatowasn 6e3 CNOHTaHHOIO reMopPParMYeckoro CUHAPOMA.
MpyY NoABAEHMM MPU3HAKOB KPOBOTOUMBOCTM MPU TAKOM KONMYECTBE TPOMBOLMTOB CAeayeT UCKaTb
[ONONHUTENbHbIV NPOBOLMPYHOLLMIA GAKTOP, UM YYUTbLIBATb HAIMYME COCYAMUCTON NAaTONOTMMKN Y NALUEHTOB
NPeKAOHHOro Bo3pacrTa.

30-50x 10°/n NeyeHue cnepyeTt NPOBOAUTL TOIbKO NPU HAZIMUUU FTEMOPPATUYECKUX NPOABAEHUN

<10,0 x 10°/n Kputnueckoe ana pasButnA onacHbIX ANA XU3HU reMmopparmyeckmux NposaBAeHUN cogeprkaHne TpomboumToB.
MauuneHTbl c TaKoM TpomboLuUTONEHNEN HYKAAlOTCA B 6e30T/1aratesIbHoOM Tepanmm, He3aBUCMMO OT CTENEHU
KAMHUYECKMX NPOABAEHUI reMopparnim

1. MenwvkaH AJ1., TemaTtonorua u TpaHcdysunonorua, Vol.62, Nel, 2017, suppl.1 ipfnaﬂf”ﬂﬂ

(antpombonar)



P NMOKA3AHUA K TOCNUTANTU3ALUU

* [emopparnyeckuim cnHapom llI--1V ctenenu;

* [nybokaa TpombouunToneHmsa He 6onee 20,0 X 10°/n npu HaANYUU BbIPAXKEHHOTO
reMopparmM4eckoro CMHAPOMa B aHaMHE3E;

* Hannume oTArow,atomMx coctoaHne 601bHOro CoOnyTCTBYHOWMX 3ab01eBaHNi;

* OCNnoxKHeHuna ot I'IpOBO,EI,MMOIZ TEepPanun,
¢ HECO6I’HO,£I,€HI/I€ nauyneHTom neyebHoro pexXnma B aM6ynaTopr|x YCN0BUAX.

1. HaumoHanbHble KAMHUYECKME PEKOMEHALIMM MO ANArHOCTUKE M JIEHEHWIO UAMONATUYECKOW TPOMBOLIMTONEHUYECKOW Nypnypbl (NepBUYHOM MMMYHHOW PEB"”E””
TpombouuToneHum) y B3pocablx (pesakumsa 2018 r.) & (antpombonar)



» NNIEYEHUE BMNEPBbIE AUATHOCTUPOBAHHOW UTN
C HU3KUM YPOBHEM TPOMBOLIUTOB

TPOMBOLMUTbDI < 30-50 X 10°/N

_ Femopparuyeckuii CMHAPOM ecTb FemopparmMyeckoro cMHApoma Het

1 AnHunA IKC: BBUT AdnHamunyeckoe JleyeHue npu
Tepanum MNpeaHM30n0H HabnoaeHne NoAroTOBKe K
MeTtnnnpeaHM30N0H onepauuaAm 1 nNpu
OeKcameTas3oH paboTte naymeHTa,

CBA3aHHOM C
NOBbIWEHHbIM

2 NnHuA CnneHakTOMMA Sntpombonar TpaBMaTM3MOM
Tepanuu (Pesoneina®)
Pomunnoctum
(9HnnenT)
1. HaLI,MOHaﬂbeIe KANMHUYECKMe pekomeHgaunmn no gMarHoCTtuke U 1e4eHnro M,CI,MOI'IaTMHECKOﬁ TpOMﬁOLI,MTOI'IEHMHECKOI‘;I nypnypobl (I'IepBMHHOVI I/IN\N\yHHOIZ PEBa”E”vﬂﬂ

TpomboumToneHum) y B3pocabix (pegakums 2018 r.) & (antpombonar)



» NEYEHUE NEPCUCTUPYIOLLENA ®OPMbI UTMN C HU3KUM YPOBHEM
TPOMBOLUUTOB

TPOMBOLMUTbDI < 30-50 X 10°/N

_ Femopparmyeckuii CMHAPOM ecTb FfemopparvMyeckoro cMHApoma Het

1 n"uHMA IKC: BBUT AduHamunyeckoe JleyeHue npun
Tepanuu MNpegHM30N0H HabnoaeHne noAroToBKe K
MeTtunnpegHU30N0H onepaumam v npu
JeKcameTasoH paboTe naymeHTa,
CBA3aHHOM C
2 N"UHUA CnneHsKkTOoMMA AnTpombonar
oG MOBbILWEHHbIM
Tepanuu (PeBonena®)
TPaBMaTU3MOM
Pomunnoctmm
(9HnnenT)
3 AUHUA Putykcumab*
Tepanuu
*MpenapaT He 3apeructpmpoBaH B PO ana tepanuu UTI, HOo ynomuHaetca B KAMHUYECKMX peKoMeHaaumnax anaﬂfnvﬂ“

1. HaumoHanbHble KNMHUYECKMe pekoMeHAaumMu no AMarHOCTUKE U NeYeHUto M,CI,MOI'IaTMHECKOl\;I TpOMﬁOLI,MTOI'IEHMHECKOI\;I nypnypobl (I'IEpBMHHOl\;I l/IN\N\yHHOIZ i

TpomboumToneHmm) y B3pocabix (pegakums 2018 r.) (antpombonar)



» NEYEHUE XPOHUYECKOW UTN C HU3KUM YPOBHEM TPOMBOLUTOB
(ATMUTENIbHOCTb BOJTE3HU > 12 MEC)

TPOMBOLMUTbDI < 30-50 X 10°/N

_ Femopparmyeckuii CMHAPOM ecTb FfemopparvMyeckoro cMHApoma Het

1 n"uHMA IKC: BBUT AduHamunyeckoe JleyeHue npun
Tepanuu MNpegHM30N0H HabnoaeHne noAroToBKe K
MeTtunnpegHU30N0H onepaumam v npu
JeKcameTasoH paboTe naymeHTa,
CBA3aHHOM C
2 "NHUA CnneHakToMmuUA Pomunnoctum
o MOBbILWEHHbIM
Tepanuu (9HNNenT)
TPaBMaTU3MOM
AnTpombonar
(PeBonena®)
3 NUHMA Putykcumab* Apyraa nmMmyHo-
Tepanuu cynpeccmBHaA
Tepanua
*MpenapaT He 3apeructpmpoBaH B PO ana tepanuu UTI, HOo ynomuHaetca B KAMHUYECKMX peKoMeHaaumnax anaﬂfnvﬂ“

1. HaumoHanbHble KNMHUYECKMe pekoMeHAaumMu no AMarHOCTUKE U NeYeHUto M,CI,MOI'IaTMHECKOl\;I TpOMﬁOLI,MTOI'IEHMHECKOI\;I nypnypobl (I'IEpBMHHOl\;I l/IN\N\yHHOIZ i

TpomboumToneHum) y B3pocabix (pegakums 2018 r.) (antpombonar)



» AZITOPUTM TEPAMUU B3POC/bIX MALMEHTOB C UTN

Hanunume otBeTa nam noaHoro
OTBETa Ha Tepanuio

v

OtcyTtcTBME addeKTa OT JIeyeHun

MepneHHas pegykuma go3sbl NKC
OnHamunyeckoe HabnoaeHue

AroHucTbl pel,enTopos TPOMB0OMNO3TUHA
Ypomunnoctum, antpombonar)

OTBEeT WU MONHbIN OTBET
[MocTtoAHHOE neyeHne

OTBET U/ MONHbIN OTBET
OnHamuyeckoe HabaogeHne

OTBET MU NONHbIA OTBET

OTcyTCcTBME OTBETA
OnHamuuyeckoe HabnogeHme ¥

Tepanusa pesepsa: AsatnonpuH, Unknodochamna, LinknocnopuH A,

KombuHupoBaHHaA Tepanus
BUHKpPUCTUH v BUHGNACTMH

u
*MpenapaT He 3apeructpmpoBaH B PO ana tepanuu UTI, HOo ynomuHaetca B KAMHUYECKMX peKoMeHaaumnax anaﬂmn“
1. HauuoHanbHble KAMHWUYECKME PEeKOMEHAALMMU NO ANArHOCTUKE U NEYEHUIO MAMONATUYECKOW TPOMBOLUTONEHNYECKON Nypnypbl (NEPBUYHON UMMYHHOM &

TpomboumToneHum) y B3pocabix (pegakums 2018 r.) (antpombonar)



P GAKTOPbI, YYUTLIBAEMbBIE B MPOLLECCE MPUHATUA PELLEHUA O
NEYEHUU UTN

* Hannymne akTUBHbIX KPOBOTEUYEHU

* YpoBeHb TpomboLumTOB

* Bo3pacTt nauneHTa

* KomopbuaHocTb

* Obpas KM3HM NAUMEHTA U CBA3AHHbIN C HUM PUCK KPOBOTEYEHW

* Hannume AoNoNHUTENbHbIX GaKTOPOB PUCKA KPOBOTEYEHUM (Hanpumep, ypeMumn, XpoOHMUUYECKUX
3ab60n1eBaHMI NevyeHn)

* MNpeackasyemble HexenatenbHble 3¢ deKTbl NpeanaraeMoro metoga Tepanmnu
* NpeanoyTeHNs camumx NauMeHToB

Tepanuio Bcerga cneayet noa6upatb UHAMBUAYANLHO AN KOHKPETHOro NauueHTa

. . . . o
1. HaumoHanbHble KIMHWUYECKME PEeKOMEHAAUMM MO AUAarHOCTUKE M NEYEHMI0 MAMONATUYECKON TPOMBOLMTONEHUYECKON Nyprypbl (MEPBUYHON MMMYHHO I anaﬂmn“
TpomboumToneHum) y B3pocabix (peaakumsa 2018 r.) &

(antpombonar)



» KPUTEPUU OLLEHKU OTBETA HA TEPAMMUIO UTI

MonHbin oTBeT (M0)

OtBer (O)

OTcyTcTBME OTBeTa

Bpems oTtBeTa
MoTepsa MNO

MoTepsa O

OnutenbHOCTbL OTBETa

KOpTMKOCTepOMAHaﬂ
3aBUCUMOCTDb

KonuyectBo TpoMGoLmToB 6onee unu paeHo 100x10°/n Npu oTCYTCTBUM KPOBOTEYEHWIA

KonunyectBo TpoMGOLIMTOB MeHee mnu paBHo 30 x10°%/m unu yBenuyeHne HayanbHOroO KONMYeCcTBa B 2 pasa npu
OTCYTCTBUM KPOBOTEYEHUN

KonunyectBo TpoMGoLmToB MeHee 30 x10°%/n unu yBenuyeHne HayanbHOro KonM4ectTsa MEHee YeM B 2 pasa unm
NPOAOIKaLLEECH KPOBOTEHYEHNE; 3aBMCMMOCTb OT KOPTUKOCTEPOUA0B

Cpok oT Havyana Tepanuu 0o goctmkeHus MO nnmn O
CHwXKeHue konuyecTsa TpoMoounToB Hke 100x10%/n unmn Bo3obHOBEHME reMopparMyeckoro CMHapoma

CHWXKeHue KonmyecTBa TpoMOoLnUToB Hbke 30x10°%/n nnu o YpoBHSl MEHEE, YEM B B 2 pa3a MpeBbILLIALLErO
MNCXOAHOE KONMYeCTBO TPOMOOLMTOB, UM HA4arno KpoOBOTEYEHUS

BpeMFl, npoweliee ot AOCTUXKEeHUA OTBETA Ha Jie4eHne 0 ero nortepu

HeobxoanMocTs NOCTOSIHHOTO UM MHOFOKPATHOTO BBEAEHNS KOPTUKOCTEPOUIOB B TEYEHNE Kak MUHUMYM 2
MecsILEB OIS NOAAEPXKaHMS KonyecTBa TpoMGoLMTOB Ha ypoBHe 30 X 10 / n unu Beilwe u/unu Bo nsbexaHue
KPOBOTEYEHUS (MauneHTbl C KOPTUKOCTEPOUAHON 3aBUCHMOCTHIO CYUTATCS HE OTBEYAIOLLIMMI)

1. Rodeghiero F et al. Blood. 2009;113(11):2386-93.

PEBONERA

i (antpombonar)



» [NIOKOKOPTUKOCTEPOUAbI (FKC)

70-80% — adpdekTmnBHOCTb Nepsoro Kypca NKC Tepanum
Tonbko y 20-30% otmeuaeTcs cToiMKas pemMmnccus, oaHaKo y 60/bLUIMHCTBA NaLUEHTOB BO3HUKAET PELUAUNB Yepes HECKO/bKO
HeaeNb UM MeCALEB NOC/e NPEKPaLLEHMUA TeYeHns

Y 86% otmeuvaetca a3pHEKTUBHOCTb BbICOKMX 03 AeKCaMeTa3oHa C COXpaHeHMEeM OTBETa B TeYeHMe 8 mec

Y 50% 60nbHbIX C BNepsble BbisiBAeHHOM UTI oTmevaeTca CTOMKUI OTBET NPU NeYeHNN AeKCaMeTa3oHOoM

3¢¢eKTMBHOCTb FKC orpaHnyeHa 40303aBUCMMbiMU HA: chuxenne TONIEPAHTHOCTU K [/IOKO3€, YrHeTeHUE GYHKLUMU HAAMOYEYHNKOB, CUHAPOM MueHKo--KywuHra, s3sa
enyaKa U ABeHaALaTUNepCcTHONM KULWKKU, 3PO3UBHBIN FracTpUT M 930haruT, KpoBoTeYeHUs 1 NnepdopaLmna XenyaKa U KUWEeYHUKa, MeTEOpU3M, apTepranbHas rMnepTeHsns, rmnepKoarynauma,
6eccoHHMLa, UKOTa, 3idopus, Bo3BYKaeHWe, TpeBora, Aenpeccus, passBuTne BTOPUUHbIX GaKTepuanbHbIX, IPUBKOBbIX M BUPYCHbIX MHEKLMIA, NOBbIWEHME MaCcChl Te/la, 0OCTEONOPO3,
rMnep/rmnonuUrMeHTaLms KOXu, reHepann3oBaHHble U MECTHbIE a/iIepruyecknue peakLmm

OTHOCUTEeNbHbIMU NPOTUBONOKA3aHUAMU ANA HA3HAYEHUA F'KC asnsatoTca: caxapHblil guabert, Taxensie GopMbl apTePUaNbHON TMNEPTEH3UM, aPUTMUM,
MHbEKLMOHHbIE 3a60/1€BaHMs, NCUXMYECKME PACCTPONCTBA. JIeYeHWE MOXKHO NPOBOAUTL Ha GOHE Ha3HAYEHMs UHCYIMHA U TUMOTEH3UBHbIX NpenapaTos.

Tepanusa NKC Tpe6ye'r Ha3Ha4YeHUA CONYTCTBYHOLWNX NPEenapaToOB: aHtaunaHble npenapatbl A8 NPOGUNAKTUKM CTEPOUAACCOLMUPOBAHHbIX raCTPUTOB M A3BEHHOM
6one3HK; NpenapaTbl Kaaua ANA NPoGUAAKTUKM CTEPONAACCOLMMPOBAHHOM MMMNOKaNNeMMUM.

1. HauMoHanbHble KAMHUYECKME PEKOMEHAALMN MO ANATHOCTUKE M IRYEHUIO MAMONATUYECKON TPOMBOLMTONEHMYECKOW Nypnypbl (NEPBUYHON MMMYHHO I PEB"”E”””E
TpombouuToneHunn) y B3pocabix (peaakuma 2018 r.) & .
(antpombonar)



P NOBOYHbLIE 3PPEKTbI AJIUTE/IBHOIO MPUEMA TKC MPEBOCXOAAT
NMPEMMYLLECTBA UX MPUMEHEHUNA3

CHUXXEHME MUHEepPaNbHOM MNIOTHOCTU KOCTU

apTepuanbHan rmnepTeH3uns

HapyLweHue yrneBogHoro obmeHa (nosbileHME YPOBHSA IMTUKEMMUN)
ycuieHMe anneTuTa/yBenmyeHne macchbl Tena

NnoBeAeHYECKME N KOTHUTMBHbIE PaccTpoicTBa (KonebaHns HacTpoeHus,
yxydleHue namsatn, 6eccoHHMua)

0C00D

MauuneHTbl ¢ UTMN, nonyuyarowme NKC, 6onblue 06ecnokoeHbl NO60UYHbIMU ABIEHUAMM JIEYEHUSA,
He)XeNn 0OCHOBHbIM npofasieHnem 3abonesaHus (KposoteueHuamu)?

[

. Provan et al. pdated international consensus report on the investigation and management of primary immune thrombocytopenia. Blood Adv. 2019;3(22):3780-3817.

u
https://doi.org/10.1182/bloodadvances.2019000812. PEB"”E”

2. Moghadam-Kia S, Werth VP., Prevention and treatment of systemic glucocorticoid side effects. Int J Dermatol. 2010 March; 49(3): 239-248. doi:10.1111/j.1365-4632.2009.04322.

3. Guidry JA et al. Corticosteroid side-effects and risk for bleeding in immune thrombocytopenic purpura: patient and hematologist perspectives. Eur J Haematol. 2009 Sep;83(3):175-82. doi: & (antpombonar)

10.1111/j.1600-0609.2009.01265.x.



» BHYTPUBEHHbIN YENTOBEYECKUN UMMYHOINOBY/INH

MexaHusm peiictBua *  BbnokumposkKa Fc-peuentopoB MOHOHYKNE€AapOB MaKpodarasibHON CUCTEMbI CETIe3EeHKM, YTO
NPenATCTBYET NPeXAEBPEMEHHON 3MTMMUHALUM NOKPLITbIX AT TPOMOOLMTOB;
g NmmyHOMoZynvpytoLee aencTeme B OTHOWEHUU T-xennepos 1 T-cynpeccopos;
*  CouyeTaHue 3TnX 3dPeKTOB;

[Ao3a . Kypcosas ao3a -2000 mr/Kr maccbl Tena; B/B KaneabHO OAHUM U3 2X PEXKUMOB:
1. 2-xAHeBHbIN Kypc no 1000 mr/Kr B AeHb — y AeTel UAN Y B3POC/bIX B YPreHTHOW CUTyaLuK;
2. 5-u gHeBHbI Kypc no 400 mr/Kr B AeHb — Yaule y 60nbHbIX cTapuie 30 1eT, 0cobeHHO, Npu
Hannymn AT;

3dPeKTUBHOCTL *  [oBblWeHMe ypOoBHA TPOMBOUUTOB A0 HOPMbI Y 65% NaLMEHTOB, KOTOPblE HE OTBETU/IN Ha
KOPTUKOCTEPOMAbI UK APYryto Tepanuto!
*  OnuTenbHocTb oTBeTa — 3-4 Hepenun?!

BesonacHocTb/ * O6bl4HO ymepeHHble HA: ronosHas 60nb, TOWHOTa, pBOTa, 601K B CNMHE, AnXopaaKkal*
nepeHocuMocTb * Cepbe3Hble, HO peakune HA: acenTMUecknini MEHUHIUT, OCTPasA NoYeyHas HeA0CTaTOYHOCTb,
AblXaTeNbHasA Hego0CTaTOYHOCTb U remonmst 24

Stasi R, et al. Mayo Clin Proc 2004; 79: 504-22; w ®
Cines DB, et al. Annu Rev Med 2005; 56:425-42; PEB"”E”
Cines DB, et al. Blood 2005; 106: 2244-51; a

. George JN, et al. Blood 1996; 88: 3-40;
. KIOVIG SmpC; Baxter Healthcare, UK (anTpombonar)

GENSINES



P CNNEH3KTOMUA HEOBPATUMA!

» ~20% nauuMeHTOB He OTBEYAIOT Ha CMIEHIKTOMMUIO

* 33% oTBeTUBLLMX NALMEHTOB PeLManBMPOBann B CpeaHeM B TeyeHue 15 mecaues nocne
CNIEHIKTOMUM

O naLI,MeHTbI, nepeHecwune CnIEH3IKTOMUIO, UMEKT MOBbILEHHbIN PUCK:
°  TAMeNbIX UHPEKUMIA Aaxke Yyepe3 10 net nocne onepauumn™®
° BEHO3HbIX TPOMH03MBONNYECKNX OCNIOXKHEHUI

* [laymeHTbl ONXKHbI ObITb VIHCI)OpMVIpOBaHbI O AONITOCPOYHbBIX PUCKAX CNNTIEHIKTOMUU

° Cpe,ﬂ,l/l nauneHToB, NnepeHecmnX CNJ1E€H3IKTOMUIO!:
® 43% COXXaNeT O NepeHeCEHHOM BMeELLATENbCTBE

® 49% CYHUTALOT, YTO 6b1nK HEeONOCTATO4YHO MHd)OpMMpOBaHbI O nocnegcrtemnAax

* Puck passuTUA IAHd)EKL\MIZ MOXKEeT CHU3NTbCA, OAHAKO He NONHOCTbIO, HECMOTPA Ha aHTM6aKTepMaﬂbHy}0 ﬂdeJViﬂaKTMKyM BaKUMHaUuUo e ®
1. Provan D et al. Updated international consensus report on the investigation an management of primary immune thrombocytopenia. Blood Adv. 2019;3(22):3780-3817. https://doi.org/10.1182/bloodadvances.2019000812. PEBa”E”
2. Vianelli N. et al. Splenectomy as a curative treatment for immune thrombocytopenia: a retrospective analysis of 233 patients with a minimum follow up of 10 years. Haematologica. 2013;98(6):875-880. doi: 10.3324/haema-

101.2012.075648. 1 (antpombonar)
3. Boyle S, White RH, Brunson A, Wun T. Splenectomy and the incidence of venous thromboembolism and sepsis in patients with immune thrombocytopenia. Blood. 2013;121(23):4782-4790.



» CHMXEHUE YACTOTbI BbINOJIHEHMA
CNNAEH3KTOMWUU C TEHEHUEM BPEMEHU B CLLUA

40%
30%
20%
10%
0% ~ ) < 0 © ~ 0 o
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1. BocnpoussegeHo 13 ciefyroLwero uctodHuka: Boyle S, et al. Blood 2013;121:4782-90 ana”f”ﬂﬂ

(antpombonar)



» PEKOMEHAALMU MEXOYHAPOAHOIO KOHCEHCYCHOIO OTYETA NO
U3YHEHUIO UTN U AMEPUKAHCKOIO OBLLECTBA TEMATO/10IOB

International Consensus Report (2010)

ApantuposaHo no Provan D, et al. Blood 2010; 115: 168-86

ASH (2011)
ApantuposaHo no Neunert C, et al. Blood 2011;117: 4190-207

| "MHKA « TKC | "MHuA « TKC
*  AHTM-D e AHTU-D
BBUT e BBUI
Il "MHKUA : ﬁii;mooc:l%l/;;H—A Mpu oTcyTCcTBUM PekomeHAyemoe leyeHmne
Uuknodochamua, oTBeTa/peunause nocne © Cnnexskromua
[Nlaason neyeHns KOpTUKOCTepouaaMm *  TPO-R-aroHucTbI (ecnm
Jancou cnaeHsKToMuA HeadpdeKTBHa
Modetnna mukodeHonar WM NPOTMBOMNOKa3aHa)
Putykcumab*
CnneHakTOMMA
* TPO-R-aroHuctbl Mpepnaraemoe nevyeHue
*  BuHKaankanongpl . TPO-R-aroHUCTbI
Tepanua, OCHOBaHHasA Ha
Mpu Heypaue ln i ° Kateropua A crneunouyeckmx
NUHUN * TPO-R-aroHucrbl peKkomeHAaumAX
Karteropusa B (6epemeHHoCTb, UTI Ha doHe
AnemTy3ymab, kom6uHauma | v 1l AMHKUiA, HCV, HIV, H.pylory...)

XMmuoTtepanua, TpaHcnaaHTau,. FCK

i ®
*MpenapaT He 3apeructpmposaH B PO ana tepanuu UTI, HO ynomuHaetca B KAMHUYECKUX peKoMeHaaLmax {anaﬂfnﬂ

(antpombonar)



» OBHOBJIEHHbIE PEKOMEHAALWU MEXAYHAPOAHOIO KOHCEHCYCHOIO OTYETA
No USYHEHUIO UTIN U AMEPUKAHCKOIO OBLLUECTBA TEMATO/10IOB

PekomeHgauum no uenam tepanum 1-2;

*  [naBHas uenb - AOCTUYb CTaBUABHOIO yBENMYEHUS YnCaa TPOMBOLMTOB, KOTOpoe NpuHATo 6e3onacHbiM (hemostatic) ana
KOHKPETHOro nauneHTa, MMHUMM3MPYA HA 1 No3BonsAa AOCTUYL PEMUCCUU;

*  JleyeHue J0NKHO BbITb HAMPaB/EHO Ha NPEeAOTBPALLEHME TAMKENbIX KPOBOTEYEHWUIN, NOAAEPKMBATD LIeIEBOMN YPOBEHb
TpomboumTtos >20-30 X 109/n y CMMNTOMATUYECKMX NALMEHTOB (PUCK BOMbLIMX KPOBOTEUYEHMIN yBENMYMBAETCA NpU Bonee
HU3KUX NoKasaTensx)

¢ JleyeHune gonKHO 6bITb MMHMMANbHO TOKCUYHbIM

¢ JleyeHune goNXKHO OoNTMMU3NPOBATb CBA3aHHOE CO 340P0BbeEM Ka4eCTBO KU3HU

¢ ASH cuutaer o6yquMe nayneHTa n COBMeCTHOE npuHATUNE peLLIeHMﬁ 3a/10rom ycnexa tepanumu

1. Neunert C, Terrell DR, Arnold DM, et al. American Society of Hematology 2019 guidelines for immune thrombocytopenia. Blood Adv. 2019;3(23):3829-3866.

doi:10.1182/bloodadvances.2019000966. PEB””E”" ®
2. Provan D, Arnold DM, Bussel JB, et al. Updated international consensus report on the investigation and management of primary immune thrombocytopenia. Blood Adv.
2019;3(22):3780-3817.d0i:10.1182/bloodadvances.2019000812. & (antpombonar)



» OBHOBJ/IEHHbIE PEKOMEHOALMU MEXOYHAPOAHOWM IPYNMbI NO
WU3YYEHWIO UTMN U ASH

PekomeHaaumm no npMmMmeHeHUI0 IMI0KoOKopTuKocTepouaos (FKC) 12

*  TKC ocratoTcs cTaHAapTOM Tepanuu 1-i TMHUKN Tepanum U A0NKHbI MPUMEHSATHCA B IMMUTUPOBAHHbIX BPEMEHHbIX PaMKax y
B3POC/bIX NauneHToB ¢ UTI, KoTopble HE MMEIOT NPOTUBOMOKa3aHun*;

*  HeKoTopble NauMeHTbl MOryT UMETb PeneBaHTHble MPOTMBONOKA3aHUA ANA BbICOKOA03HOM Tepanuu MKC ( Hanpumep, caxapHbiii
AnabeT, NCUXMYEeCcKMe PacCTPOMCTBA, aKTUBHAA MHOEKUMA) U B 1-I IMHUKM Tepanumn MoryT 1e4nTbCA TONbKO B/B Ig nau anti-D);

3 HA aantenbHoro npumeHeHua NKC npeBbIWAOT NPeMMyLLECcTBa UX ie4ebHOro AencTeus;

*  Ecnu ectb oTBET, A03a NPEAHN30/I0HA CHUXKAETCA, C NONHON OTMEHOM K 6- Heaene (MakKc. K 8-1), Aaxke eciv Yncno
TPOMBOLMTOB CHMUMKAETCA COOTBETCTBEHHO CHUMKEHMUIO A03bI**;

*  Cnepyet usberaTb bonee gauntenbHbix KypcoB MKC, npu aTom, pegKue naumeHTbl MoryT UMeTb NpemMmyLLecTsa oT bonee
ANUTENbHOTO Npuema HU3KKx A03 MKC (<5 mr/cyTku). ITOT BUA Tepanum A0MKeH 6biTb OCHOBAH Ha MHAMBUAYANbHbIX
NoTpebHOCTAX NaUMeHTa, NpeawecTByOWen Tepanun U T. 4.;

*npegHusonoH 1 mr/kr(max 4o3a 80mr, Jaxe y NaLMeHTOB Maccoii Tena 6onee 80 Kr) B TeueHue 2 Hegenb (Makc A0 3 Hegenb), MK Aek cameTasoH 40 Mr/feHb 4 iHA, C NOBTOPOM A0 3x pas; **-Ecn oTBeTa HeT B TeyeHne 2 HeAeNb, HEOBXOAUMO HauaTb CHUKeHUe
[103bl NPEHN30/10HA C NOCAeAyIoLLeit BbICTPOI OTMEHOI Yepes Heaento;

1. Neunert C, Terrell DR, Arnold DM, et al. American Society of Hematology 2019 guidelines for immune thrombocytopenia. Blood Adv. 2019;3(23):3829-3866. o
doi:10.1182/bloodadvances.2019000966. PEB"”E””E

2. Provan D, Arnold DM, Bussel JB, et al. Updated international consensus report on the investigation and management of primary immune thrombocytopenia. Blood Adv.
2019;3(22):3780-3817.d0i:10.1182/bloodadvances.2019000812. a (antpombonar)



» OBHOBJ/IEHHbIE PEKOMEHOALMU MEXOYHAPOAHOWM IPYNMbI NO
WU3YYEHWIO UTMN U ASH

PekomeHgaumm no NnpMMeHeHHUIo CnieHaKTomum 12;

19% nauMeHTOB HEe OTBEYAIOT Ha CMNIEHIKTOMMUIO;

. PekomeHaoBaHO noaoxKaatb 212 - 24 mecAues OT NOCTAHOBKM AMarHoO3a 40 NpoBeAeHUA U3-3a BEPOATHOCTU PEMUCCUN;

* B nepuopg nocne NnpoBeAeHUA NaUUEHTbl UMEIOT 6onee BbICOKUI PUCK TPOMB0IMB0INN U MHEKUUIA (MTHEBMOHUA, MEHUHTUT,
cenTuuemma);

°  BbICOKMI PUCK TAXKENbIX MHPEKLUMIA Y NAaLMEHTOB NOCAE CNAEHIKTOMMM COXPAHAETCA B TeYeHMe 4NTE/IbHOTO BpeMeHu (Yepes
10 neT nocne ee npoBeAeHUs);

° PUCK pPa3BUTUA MHd)eKLI'Mﬁ MOXET CHU3UTbCA, HO HE NCYE3aET, HECMOTpPA Ha aHTM6aKTepmaanyro I'IpOd)VIJ'IaKTMKy M BaKUMHAUUIO;

*  Bospact = 60 net accoumMmnpoBaH A40CTOBEPHO Honee BbICOKOM YacTOTON PeLManMBOB U NOCAE0NEePaLMOHHbIX OC/IOKHEHW;

°  NaumeHTbl AO/MKHbI 6bITb MHPOPMUPOBAHbLI O AONTOCPOYHbIX PUCKAX CMIEHIKTOMUM (YBENMYEHME YAaCTOTbl BOSHUKHOBEHMUA
Tpomb60308B, UHDEKLMIA M paKa) U 0ByUYEHbI C LeNblo YMEHbLLEHUS PUCKA Pa3BUTUA 3TUX OC/IOXKHEHWNA.

1. Neunert C, Terrell DR, Arnold DM, et al. American Society of Hematology 2019 guidelines for immune thrombocytopenia. Blood Adv. 2019;3(23):3829-3866. o
doi:10.1182/bloodadvances.2019000966. PEB"”E””E

2. Provan D, Arnold DM, Bussel JB, et al. Updated international consensus report on the investigation and management of primary immune thrombocytopenia. Blood Adv.
2019;3(22):3780-3817.d0i:10.1182/bloodadvances.2019000812. a (antpombonar)



» PYKOBOACTBA MEXAYHAPOAHOIO KOHCEHCYCHOIO OTYETA MO
U3YYEHUIO U JIEYMEHUIO UTN (2019)

*  AHTU-D-ummMyHOrNo6ynH
* KopTukoctepouabl:
¢ [exkcameTasoH

C BI'IepBbIe BbIAB/IEHHbIM *  MeTtunnpegHu3onoH

* TpeaHus(on)oH
3abonesaHuem st

e --

HayanbHoe neyeHue B3pOCAbIX

\ 4

*npenapat pUTyKcMmab He 3apeructpuposaH B8 Tepanuu UTT, HO ynomuHaetcs B KAMHUYECKMUX peKoMeHAaumaxX

i ®
1. Provan D, Arnold DM, Bussel JB, et al. Updated international consensus report on the investigation and management of primary immune thrombocytopenia. Blood Adv. PfBa”E”ﬂ

2019;3(22):3780-3817.doi:10.1182/bloodadvances.2019000812. i {anTpomGonar)



» BAPUAHTbI IEYEHUA UTN (ICR, 2019)

KnnHuyeckasa cutyauma BapuvaHT neyeHus

HauanbHoe neyeHme naymeHToBc Koptukocrepoupp!

Bnepsbie BbiaBAeHHON UTI [JekcameTasoH, MeTunnpeaHu3onoH, MpeaHus(on)oH
BBUI
AHTU-D (3aperucTpupoBaHbl U AOCTYNHbI ANA neyeHus UTIN ToNbKO B HECKOIbKMX CTPAHAX)
MNocnepgylowan tepanus JlekapcTBeHHasA Tepanua, NOAKPeNnJIeHHaA HafeXHbIMKN * [HaHason
AAHHbIMU +  [ancoH
*  Putykcumab* *  MuKodbeHonatamodetun
* aTMNO-p:anTpombonar, POMUNAOCTUM +  CmeHaaTNoO-p
JNlekapcTBeHHan Tepanusa, noagKpenaeHHas meHee ©  BuHKaankanougpl

HaAeXHbIMU AAaHHbIMU
* AsatuonpuH

*  Uuknodocdamug

*  UuknocnopuHA

Xupypruueckoe neyeHue
CnaeHaKToMUA

JleyeHmne naymeHToB C YpaneHve po6aBoYHON ceneseHku
HeycneLwwHOoW 1IeKapCTBEHHOM Anemtysymab
Tepanuen KombuHaLms HauaibHOW U NocieaytoLen Tepanum

KomMbBWHMpOoBaHHasA XMumuoTepanus

KAnHWYeckune nccnefosaHmns

TICK

CnIeH3KTOMMS, EC/IU eLle He NPoBoAMAaCcCk. CUMNTOMAaTUYECKan Tepanums

*MpenapaT He 3apernctpmposaH B PP ana Tepanuu UTM, HO ynommnHaeTca B KNMHUYECKMX peKOMeHZaumnaAxX o
TICK — TpaHCnAaHTaLMA reMono3TUYECKUX CTBOIOBbIX KNeToK, aTlMO-p — aroHUCT peuentopa TpPOMO0oNoaTMHa. PEB"”E” ®
1. Provan D, Arnold DM, Bussel JB, et al. Updated international consensus report on the investigation and management of primary immune thrombocytopenia. Blood Adv. &

2019;3(22):3780-3817.d0i:10.1182/bloodadvances.2019000812. (antpombonar)



P CTUMYNATOPbI PELENTOPOB TPOMBOMO3TUHA
(TNO-MUWUMETUKWN, ATOHUCTbI PELLENTOPA TNO)

PeBoneiig (anTpombonar), Hosaptuc! JHNAeiT (pomunaoctum), AMa)keH?
®dopma BbinycKa TabneTtkn 25 1 50 mr JiInodmnmsat ana npurotToBaeHUs pacTBopa 44
MHbeKUMn 250 n 500 mKr
Monekyna He nenTnaHan, HU3KaA MONEKyNAPHaAA macca MenTuaHas, BbICOKaA MOIeKyNApHaa macca
Cnoco6 BBepgeHua  BHyTpb 1 pa3 B geHb MoakoXXHble UHbeKuun 1 pas B Hegento
MokasaHusa °  [ON1A NeYeHus NaumMeHToB B Bo3pacTe 3 neT 1 ctaplue ¢ UTM, gaawerica *  XpoHWyecKasa namonaTmyeckas (MMMyHHas)
26 mecALEeB C MOMeHTa NOCTaHOBKM AMarHo3a, y KoTopbix 0TMeyanca TpomboLuMToneHnYecKas nypnypa y B3pocbIx
HeJ0CTaTOYHbIM OTBET Ha NpeALwecTByoLLYto Tepanuto (Hanpumep, NKC, NauneHTOB NOC/E CNIEHIKTOMUU, PE3UCTEHTHBIX K
UMMYHOT1I06yIMHaMM) € LLe/1bi0 YMEHbLUEHUA PUCKA KPOBOTEYEHUA. Apyrum Bugam nedeHus (Hanpumep MKC,
°  [AN1A NeYyeHnA NauneHToB B BO3pacTe cTaplie 18 neT ¢ XpoHUYeckum MMMYHOTI06YIMHAM).
BMPYCHbIM renatuTom C ¢ Lenbio obecneyeHma BO3MOXKHOCTH
npoBeAeHUA Ui ONTUMM3ALLMM MPOBOAMMON NPOTUBOBUPYCHOM * DHMNENT MOXET NPUMEHSATLCA B Ka4eCcTBe Tepanum
Tepanuu, BK/OYAIOLLEN Npenapartbl MHTepdepoHa. BTOPOI IMHWUM Y NALMEHTOB C COXPaHEHHOW
° B COCTaBe Tepanuu nepsow IMHUN B KOMBUHALMM CO CTaHAAPTHOM Cenle3eHKOoN Npu NPOTMBOMOKA3aHMAX K
MMMYHOCYNpeCcCcMBHOM Tepanmel y nauneHTos ¢ TAA B Bo3pacTte 3 neT u CMJIEHIKTOMUM.
CTapue.
°  ONA leYeHnA NnaumeHToB B Bo3pacTe cTapule 18 net ¢ TAA, y KOTOpPbIX He
6bIN 4OCTUTHYT AOCTAaTOUYHbIMA OTBET HA UMMYHOCYNPECCUBHYIO TEPANMIO.

UTIM — namonatuyeckan TpomboumToneHmnyeckas nypnypa; TAA — Taxenan annactmyeckan aHemus; FKC — rIlOKOKOpTUKOCTEpon bl anaﬂfnvﬂ“
1. WHCTpYKUMA NO MeAMUMHCKOMY NpUMeHeHuo npenapaTa Pesoneita® /ICP-010032/09 Ha 19.03.2019 &

2. VIHCTPYKLMA N0 MEAULMHCKOMY NMPUMEHEHUIO npenapaTta dHMNNenT® (anTpombonar)



P 3ODEKT INITPOMBONATA ABNAETCA A0303ABUCUMbBIM U OCTUTAET

NMUKA K 15 AHIO NEYEHUA

* OpHOKpaTHbIN Npuem anTpombonara He NPUBOANA K

YyBENMYEHUIO YMCNa TPOMOOUUTOB;

* [lo303aBUCMMOE yBE/IMYEHNE YPOBHA TPOMOOLMTOB

Habatoaanock Npu NoBTOpHOM Npueme 230 Mmr npenapaTa

dapmaKoaMHAMMKA: OTBET CO CTOPOHbI TPOM6OLMTOB

=

o)

o
1

1,40

[y
N
o

Konunyectso Tpomb60oUUTOB (OTHOLEHME
CpeAHero nokasaresisi K MCXO4HOMY)

il i i

10 mr 20 mr 30 mr 50 mr

I'Inau,e60 5 mr

Fpynna B 3aBMCMMOCTU OT 403bl 3nTp0M60nara

i

75 mr

Koaunyectso TpombouuTtos (x 1000/mKn)

Konnyectso TpombOUMTOB HAUMHANO YBENNYMBATLCA
yepes 5 agHel nprvema 1 AOCTUrano nuKka K 15-my gHio

q)apMaKOKVIHETMKaI OTBET CO CTOPOHDI TpOMGOU,VITOB
500

400

300 1 I N

200

100

0 5 10 15 20 25 30
[eHb nccnegosaHua

1. Jenkins M u coasrT. Blood. 2007;109:4739-4741.

g



» 3OPEKTUBHOCTb U BE3SOMACHOCTb MPUMEHEHUA 3NTPOMBONATA MNPU
UTN Y B3POC/1bIX U3YHAZTUCb B MHOTOYUCNEHHbBIX KTTUHUYECKUX
UCCNEOOBAHUAX

NounpwnR

88/117

76/114

135/197

66/66

302/302

167/167

Bussel J. u coasT. N Engl ) Med . 2007;357:2237-2247
Bussel J. u coasT. Lancet.2009;373:641-648;

PaHZoMU3MpOBaHHOE ABOMHOE caenoe naawebo-
KOHTpo/IMpyemoe nccnegosaxue Il dasbl no nogbopy 403bl
LNTENbHOCTBIO 6 Heaenb

PaHgomMuM3MpoBaHHOE ABOWMHOE cnenoe naauebo-
KOHTponupyemoe nccnegosanue lll dasbl annuTenbHocTbO 6
Henenb

PaHAOMM3MpPOBaHHOE ABOMHOE cenoe naaLebo-
KOHTpoAunpyemoe nccnegosarue |l ¢asbl ANUTENbHOCTHIO 6
mecALeB

OTKpbITOE MccneaoBaHue Il dasbl No U3y4eHUI0 MPUMEHEHNUS
MHOTOKPATHbIX 103 A/IMTENbHOCTbIO 6 Heaenb

OTKpbITOE paclimpeHHoe uccneaosaHue |l pasbl c ydyactmem
NauuneHTOB 13 Npeapblaywmx[ Mccne,oBaHUM NPUMEHEHUS
anTpombonara npu UTM y B3poc/bix

OTKpbITOE UccneaoBaHue IV $asbl no oueHke 6esonacHocTny
B3POC/IbIX MALMEHTOB C XpOHUYecKon UTM animtenbHOCTbIo 2
roga

Cheng G. u coasr. Lancet. 2011;377:393-402. Erratum in Lancet. 2011;377:382;

Bussel J. 1 coasT. Br J Haematol. 2013;160:538-546;
Saleh 1 coasr. Blood . 2013;121:537-545;

Wong RSM u coasT. Blood. 2017;130:2527-2536. Erratum in Blood. 2018;131:709;
17

Wong RS v coaer. Scand J Clin Lab Invest. 2015;75:13-17.

30, 50 nan 75 mr / cyTku

HavanbHasa go3a 50 mr B CyTKM €
nocneayoLen KoppeKLmeln npu
HeobxoanMMocTH

HavanbHasa go3a 50 mr B CyTKM €
nocneayoLwWwen Koppekumen npu
HeobxogMmocTu

HavanbHasa go3a 50 mr B cyTKM

HavanbHasa go3a 50 mr B CyTKM €
nocneayoLwwen Koppekuuen npu
HeobxogMmocTu

HavanbHasa go3a 50 mr B cyTKM €
nocneayoLen KoppeKLmeln npu
HeobxoanMMocCTH

YBennyeHune KonmyecTea
TpomboumTos=50X% 10°/n

YBenmyeHue KoamyecTsa
TpomboumnTtos =50X10°/n

BepoATHOCTb AOCTUMEHUA
Ko/IM4ecTBa TPOMbOLNTOB
50—400x 10°/n

YcTonuymnBoCTb OTBETA

[JonrocpoyHasn 6e3onacHoCTb U
3¢ deKTUBHOCTL

M3meHeHue BbipaXKeHHOCTN
¢$1bpo3a KOCTHOro Mo3ra CrnycTa
1un 2ropa neyenma

g



» TRA100773A: KPATKOBPEMEHHASA TEPAMUA 3NTPOMBOMAIOM B AO3E 50-75 MI’
PPEKTUBHA Y BOJIbLUMHCTBA B3POC/bIX C PELUAUBUPYIOLLEN UNK
PE®PAKTEPHOWU UTN

* K 15-my gHio vs. AeHb 8 Habnoaanoch ysenndyeHme Jlonsa nauMeHToB C KONNYECTBOM TPOMBOUUTOB
JONU NALMEHTOB C KOIMYECTBOM TPOMbBOLINTOB >50%10%/n K 43-my AHIO
>50%109/n

* ¢ 44 % o 88 % B rpynne NnpuMeHeHWs snTpombonara B 100 1 p<0001
no3e 50 mr; * p<0,001 81%
* c62 % no 81 % B rpynne npMmMeHeHUA 3iTpombonara B é 80 - 70%
nose 75 mr. K
* Y naumneHToB, NOAyYaBLUMX 31Tpombonar B Ao3se 50 § 60 -
MI MK 75 MT, 4acToTa Pa3BUTMA KPOBOTEUYEHU g
CHUKanNacb Mo mepe yBennyYeHUs KoanyecTsa § 20 4
TpOoMbOUMTOB; o

* B TeyeHune 6 Hegenb Nocaeayrowero HabaaeHUs g 204 1704
YyacToTa Pa3BUTMA KPOBOTEUYEHWI MOCTENEHHO E
BEPHYNACb K UCXOAHOMY YPOBHIO COOTBETCTBEHHO 0 E ‘

CHUXEHUIO KoNmyecTsa TPOMBOLMTOB A0 YPOBHSA Plageho Eltmmk&emg El'@mmmpaag Eltmmmpaag
6/1M3KOT0 K UCXOAHOMY. | | 300mg 560mg 73°mg

1. Bussel J. n coasr. N Engl J Med 2007;357:2237-2247. Pfﬂaﬂfﬂﬂ

i (anTpom6onar)



P TRA100773A: MEOUAHA KO/IMMECTBA TPOMBOLIUTOB AOCTUTAET
HOPMA/IbHOIO AUANA3OHA YEPE3 2 HEAENIU NEYEHUA SNTPOMBOINAIOM
B AO3E 50 U 75 MI'

* B rpynnax npumeHeHus anTpombonara 8 gose 50 mr u 75 mr *  MeanaHa KoamnyecTsa TPOMBOLUTOB B rpynne nocaesyowero
MeZMaHa KoamyecTsa TPOMOOUUTOB™ AOCTMUINIA HOPMAIBHOTO HablogeHMA ocTaBanach Ha ypoBHe 250 X 10°/n B TedeHue Bcero
AvanasoHa (150—400 x 10°/n) K 15-my aHo 1 ocTaBasiach Ha nepuoaa Ne4eHuns U BepHyacb Ha YPoBeHb, 6N3KUI K
TAaKOM ypoBHe A0 43-ro gHA NCXOLHOMY, B TeHYEHME 2 HefeNb NOC/e NPeKPaLLEeHMA TevyeHnn

§ 400 T é
o © 250 1
o o
[ o
s ] £
3 300 3 200
g H
o
g g
2 _
2 200 5 150
15} [
Q 3
S < 100 7
S =
Z 1007 : f
£ 2 50
s g ’
& g .
= 0 T T T T T T T S 0 T T T T T T T T T T
1 8 15 22 29 36 43 1 8 15 22 29 36 43 2 4 4
[leHb Bu3MTa [leHb BU3NTa Hepena nocneaytowero
HabogeHua
— [1naue60 m— J/1TPOM6GOMAr, 50 Mr m— JaTPOM6EONAr, 30 mr — JnTPOMOONAr, 75 Mr

*25-i 1 75-/ NPOLEHTMAM NOKa3aHbl cTonbuamm «I»

**MMauneHTbl, NpeKpaTMBLLUME fledeHne paHblue 43-ro AHA, BblK BKAIOYEHb! B rpynny nocieayollero HabaoaeHns anaﬂf”ﬂﬂ
1. Bussel J. n coasT. N EnglJ Med 2007;357:2237-2247. & (antpombonar)



» TRA100773B: S/ITPOMBONAT B I03E 50 MI 9®®EKTUBEH Y NALUUEHTOB
C XPOHUYECKOMU UTN

Y naumeHToB, NpUHMUMaBLINX 3nTpoMmbonar, K 15-Mmy AHI0 MeauaHa KoiMyectTsa TPOMBOLMTOB yBenunumnacs 40 53X10°/n, u
coxpaHAnach B TeyeHue 6 Hegenb

K 43-my AHIO MeanaHa KoNnYecTsa TPOMBOLMTOB Y MAUMEHTOB, OTBETUBLLMX HA Tepanuto anTpombonarom (n= 43), coctasuna
144 x 10 °/n (MKP: 92,5-268);

MeamaHa KonmyecTsa TPOMBOLMTOB BEPHYNACb K UCXOAHOW B TeyeHue 2 HefleNlb NOC/Ae OKOHYaHUA Tepanuu.

MepguaHa Konnuyectsa Tpomb6ouuTos
150 —

—l— 3natpombonar 50 mr
= Mnauebo

100 —

50 —

I e o1 0

| | | | | | | |
JeHb 1 [eHb 8 [eHb 15 [eHb 22 JeHb 29 [eHb 36 JeHb 43 l-avegena NH  2-a Hepena MH 4-a Hepena MNMH 6-a Hepgena MNMH

Tpomb6oumTbl (X 10%/n)

MnaHku norpewHocTel: 95 % gosBepuTenbHble UHTEPBAbI
MH — nepuwog HabnoaeHUn

PEBONERD
1. Bussel J. n coasT. Lancet. 2009;373:641-648. & (antpombonar)



» TRA100773B : 9/ITPOMBONAT AOCTOBEPHO YMEHbBLUAET YACTOTY KPOBOTEYEHUM

* B rpynne npumeHeHua antpombonara Habao4anocb CTaTUCTUYECKM 3HAYMMO MEHbLIE KPOBOTEYEHUIM MO

CPaBHEHUIO C

rpynnoi nnaueb6o K 43-my aHto 1 B 110601 BpeMeHHOM TOYKe 33 6 Heagenb Tepanuu

80 _ MauueHTbl ¢ Nt06bIM KpoBOTEUEHUEM™®
B Bo Bpemsa neyeHus . MNocne neueHnsa N
60 i
%
T
. B nto6yio BpeMeHHYI0 TOUKY BO Bpems Tepanuu:
B antpombonar (46 (61 vs. nnaye6o 30 (79 %) OLU 0,49 (95 % AU: 0,26—0,89);
20 — . p=0,021
—— 3nTpombonar 50 mr K 43-my gHio:
. H antpombonar (20 (39 %)) vs. nnauebo (18 (60 %))
Mna LI,E6O H ow 0,27, 95 % An: 0,09-0,88; p = 0,029
0 T T T T T 1
1 15 29 43 57 71 85

AHn

1. Bussel J. u coasT. Lancet

2009;373:641-648. anaﬂfnvﬂﬂ

& (antpombonar)



P REPEAT: MIPUMEHEHUE SITPOMBOMNATA MOXET EbITb 3®®EKTUBHbIM VY
NALMEHTOB C XPOHUYECKOM UTMN B HENOCTOAHHOM PEXXWUME

* MoBTOpPHOE Ha3HayeHue 3nTpombonara nocae nepepbiBa NO3BOAANO AOCTUUYb CXOAHbIX MOKa3aTenen oTBeTa, KOTOPbIA COXPaHANCA B
TeyeHue BCero Nepmoaa Tepanum B KaxKaom UuKne:

* >50 % n >75 % nauneHToB OTBETUAM Ha eveHne K 8-my 1 15-My AHIO Tepanumn, COOTBETCTBEHHO;
* KONMYecTBO TPOMBOLMTOB OCTaBaioCh Ha YPOoBHe =79X 10°/n BNNOTb A0 OKOHYaHMA Tepanum BO BCeX 3 LMKAAX;

* YpOBeHb TPOMHOLMTOB OCTaBaICA HEM3MEHHbIM TeyeHMe 1 Heenun nocae OKOHYaHWUA Kaxaoro U3 3 LMKA0B M BO3BpaLLancs K
NCXOOHOMY KO 2-11 Hegene.

250 -1« Bo Bpems Tepanum >

<+— [Tocne oKOHYaHMA —>

Tepanuun
200 -
-l Luknl

-l Lukn 2
LUukn 3

150

100 -
50 o 1

0 —

MeamaHa Koamyectsa
TpombouuTos (x 109/n)

1 8 15 22 29 36 43 50 57 64 71
[eHb uccnepgosaHuns

1. Bussel JB v coasT. BrJ Haematol. 2013;160:538-546. anaﬂfnvﬂﬂ

& (anTpom6onar)




P REPEAT: 9/1ITPOMBONAT 3®DEKTUBHO CHUXAET YACTOTY
KPOBOTEYEHMI KPOBOTEYEHMA NPU NPUMEHEHUU B HENMOCTOAHHOM
PEXKUME

* YacTtoTa pa3BUTMA BCEX KPOBOTEUYEHUIM U KNIMHMYECKU 3HAYMMBbIX KPOBOTEUYEHUI™ CHUXKanacb NpumepHOo Ha 50% B KaxKAoM UUKIe
Tepanuu

* Hu ogMH 13 NAaUMEHTOB He NOoAYyYan NPenapaToB HEOTNOXKHOM Tepanum BO BpeMa npuema santTpombonara HM BO Bpema UuKaos 1-3,
HU B MepepbIBaX MeXAy HUMMK

JlonAa naumneHToB C N6biMu KpoBoTe4YyeHnamum

70 — Bo Bpems Tepanuu » <4— MepepbiB B Tepanum _
60 T
50 7] — ka1
— KN 2
40 - m— Uukn 3
30
20
10
0 T T T T T T T T T T T
1 8 15 22 29 36 43 50 57 64 71

[eHb nccnegosaHma

*Bce KpoBoTeueHun (1-4 cTeneHun) U KIMHUYECKU 3HauMMble KpoBoTedeHusa (2—4 cteneHu) T &
1. Bussel JB 1 coasT. BrJ Haematol. 2013;160:538-546. PfBa.”f”ﬂ
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P REPEAT: NPUMEHEHWUE 3N1TPOMBONMATA B HENOCTOAHHOM PEXXUME
OBNNAOAET NPUEMNEMbIM YPOBHEM BE3OIMNACHOCTH

HexkenartenbHble ABNEHUA B KAXKAOM LIUKNE

AaHHble o HA

n (%) Bo Bpems B nepepbiBe Bo Bpemsa B nepepbiBe Bo Bpems B nepepbiBe
Tepanuu n=65 Tepanum n=55 Tepanuu n=51
n =66 n=55 n=51
Nio6oe HA 29 (44) 25 (38) 23 (42) 19 (35) 25 (49) 23 (45) 45 (68) 41 (63)
No6oe CHA 0 0 1(2) 2(4) 0 1(2) 1(2) 3(5)
HA, ceasaHHble ¢ 12 (18) 2(3) 8 (15) 1(2) 4(8) 0 15 (23) 2(3)

uccnegyembiMm npenapaTtom

HA, npusepwme k 1(2) 0 0 0 0 0 1(2) 0
NpeKpaLLeHUIo NeyeHns
* YacroTta Hfl, BO3HMKLIMX BO Bpema Tepanuu * Y4 nauueHToB oTmeyeHo 1 v 6onee HA 3-ii cTeneHun TaxecTH
(196 asnenuniny 45 (68 %) naLeHTOB), Bbiia TAaKOM Ke, KaK U BO Bpems nepepbisos (122 "
ABACHUS *  3-li yukn, 80 8peMa mepanuu: OApILLIKa, Kallenb
v 41 (63 %) naumenTa) 1 3a/10XKEHHOCTb Nasyx (n = 1); runepravkemus (n=1)

* CambIiMM YacTbiMK Hf, BOSHUKLIMMM BO Bpems Tepanuu, b6biamn ronosHas 6onb (21 %), anapen : I'lepepblBiCHﬂ B Buae KpO?O]'-I'e‘-IeHVIH ns yxa, Hoc?ioro KPOBOTEYEHNA, KPOBOTEUEHWNA U3
(11 %), cnabocTs (9 %) 1 HazobapuHIUT (9 %) cnmsucToi nonoctum pta (n = 1) v runepreHsma (n=1)

Bo Bpema Tepanuu He 6b110 3apernctpuposBaHo HA

. Bo Bpems Bcex 3 LMKA0B ronosHasn 60sb v avapes peructpuposBanucb Ha 13 % n 5 % .
4-1i cTeneHN TAXECTU MU CMePTE/IbHbIX UCXOA0B

yalle BO Bpems Tepanuu, Yem B nepepbiBax B Tepanumu
*  HA, cBA3aHHble C Tepanueit, PerMcTpMpoBasiMCh Yalle BO BPEMS TepPanum No CPaBHEHMIO C

°  Bo6onblumHcTBe cydaes HA 6bian nerkon o o
nepepbiBamMu BO BCEX TPEX LuKAaX (23 % 1 3 % COOTBETCTBEHHO)

n cpep,Heﬁ CTeneHun TAXXectn

HA — HexxenaTenbHoe ABneHune; CHA — cepbe3Hoe HexenaTenbHoe ABNEHne a2
1. Bussel JB 1 coaBT. BrJ Haematol. 2013;160:538-546. ana”f”ﬂ
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P RAISE: 60/1bLLUMHCTBO NALMEHTOB OTBEYAET
HA TEPANMUIO SITPOMBOIMNAIomM

+ [lonf NauMeHTOB, OTBETUBLLMX Ha TEPANMIO KaK MUHUMYM OAMH pas3 3a 6 MecALEeB, 6bli1a ,OCTOBEPHO BbiLUe B rpynne npuMeHeHUs
antpombonara (106/ 79 %) vs. nnavuebo (17/ 28 %)

AOI’IH nauneHToB, OTBETUBLUUX Ha /ie4yeHue

100 7 —mm—Tnaue6o OLL 8,2 (99 % AV: 3,59~ .
90 + —E—->nTpombonar 18,73); p < 0,0001

80 A1
Bo Bpema @ Mocne
70 A+ o

Tepanuu : Tepanuu
(%) oo :
40
30
20
10

o T T T T T T T
Hemena o 1 2 3 4 5 6 10 14 18 22 26 1 2 4
nccnenosaHuA

Mnauebo,n 61 60 60 59 60 60 59 47 50 48 47 58 54 55 58
Sntpombonar, n 135134133133131134 134 108 114 112 113 132 110118 119

1. Cheng G et al. Lancet. Eltrombopag for management of chronic immune thrombocytopenia (RAISE): a 6-month, randomised, phase 3 study. 2011;377(9763):393-402. doi: anaﬂfnvﬂ“

10.1016/50140-6736(10)60959-2.
i (antpombonar)



P RAISE: 9/ITPOMBONAT OGECNEYUBAET TPOMBOLIUTAPHbIN OTBET YXKE
HA 1 HEAQEJIE NIEYEHUA

* Brpynne, npMHMMaBLUEN anTpOoMbBONar, meanaHa Konmyectsa TpoMmboumToB Bbipocaa ¢ 16X10°/n ao 36X 10°/n uepes 1 Hegento
Tepanuun 1 coxpaHanacb Ha yposHe >50X10°/n B TeueHMe BCEro OCTaBLUIErocA BPpeMeHU eYeHuns;

* Brpynne, npuHMmaBLel naauebo, KoM4ecTso TPOMBOLMTOB He MOAHMMANOCh Bbiwe 23X 10°/n B Te4eHMe BCEro BpemMeHu

neyeHus;
140 = —— AnTpombonar B n
0 Bpems Tepanuu ] ocne
5 = Mnauebo _ T . Tepanuu
s 120 - _ d
o .
\g -
z 100 ]
o "
- _ .
T :
g ® :
o = a
= 60 —] . -
o
= d
- 40 :
] _ "
= = "
g 20 P 4;* :
= a1
Hep‘enﬂo L ] L] L] L] L] L] L] L] L] L] L] = L] L]
uccnepoBaHua 0 1 2 3 4 5 6 10 14 18 22 1 2 4
Mnaue6o, n 61 60 59 58 59 59 58 43 46 44 43 54 55 58
3nTpom6onar, n 135 134 131 129 123 128 128 96 101 95 91 110 110 118 119

1. Cheng G et al. Lancet. Eltrombopag for management of chronic immune thrombocytopenia (RAISE): a 6-month, randomised, phase 3 study. 2011;377(9763):393-402. doi:

10.1016/S0140-6736(10)60959-2.

PEBONERA
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P RAISE: 9OPEKTUBHOCTb 3/ITTPOMBONNATA HE 3ABUCUT OT HAZIMYUA
CNNEH3KTOMUUN B AHAMHESE

{1 Intpombonar, nauneHTbl 6e3 cnaeHsKToMUK —— 3nTpombonar, NaunUeHTbl NOC/e CNIEHIKTOMIM
—D— Mnauebo, NnaumeHTbl 63 cnieHaKToMUU —i— Mnauebo, naumeHTbl NOcNe CNAEHIKTOMUK
160 — Bo Bpemsa - Mocne
. Tepanuu . Tepanum
S 140 _ :
s —
& 120 - s
3
& 100
T =
0 ~J
& 80
Q-
B3
=< 60
o
=5
g 40
S 3
o 20 L) Il
2 .
0 T T T T T T T T T T T T T T T
01 2 3 4 5 6 10 14 18 22 26 1 2 4
Hepnena uccneposaHua
1. Cheng G et al. Lancet. Eltrombopag for management of chronic immune thrombocytopenia (RAISE): a 6-month, randomised, phase 3 study. 2011;377(9763):393-402. doi: anaﬂfnvﬂ“

10.1016/50140-6736(10)60959-2.
(antpombonar)



» 3/1TPOMBONAT YMEHbLUAET KPOBOTEYEHMUA U CHUMKAET NOTPEBHOCTb
B NMTIOKOKOPTUKOCTEPOUAAX

COKpauwieHue 4actoTbl KpOBOTE‘-IEHMﬁ N KAIMHUYECKUN 3HAYNMDbIX

Z KPOBOTEUYEHUM

~N

X Pa3a4d MO CPAaBHEHUIO C KOHTPONEM HaunHaa ¢ 15 AHA NeYeHus 1 B TeyeHue 6-
MeCAYHOro Kypca Tepanmmn antpombonarom

npenaparta ana neyeHna UTIM K 6 mecayy
(vs 32% B rpynne KOHTpoNs)

M3 HUX YMEHbLUWIN WU NPEKPaTUIN Npuem
% rMIOKOKOPTUKOCTEPOUNA0B

5 9 MauMeHTOB yMEHbLUUAK 03y MU NONIHOCTbIO NpeKpaTuan npuem=1
%

1. Cheng G et al. Lancet. Eltrombopag for management of chronic immune thrombocytopenia (RAISE): a 6-month, randomised, phase 3 study. 2011;377(9763):393-402. doi: PEBa”E”"ﬂ@

10.1016/50140-6736(10)60959-2.
(antpombonar)



P RAISE: 9/ITPOMBONAT JOCTOBEPHO CHMUXAET PUCK KPOBOTEYEHUIA VY
NALMEHTOB C XPOHWYECKOMN UTN

* 3a 6 mecALEeB Tepanum PUCK Pa3BUTUA KPOBOTEYEHUI U KNIMHUYECKM 3HAYMMbIX KPOBOTEUYEHUI HA GoHe npuema anTpombonara

cHusunca Ha 76 % M 65 % cooTseTcTBEHHO NO cpaBHeHMIO ¢ naauebo (OLL 0,24; 95 % AN: 0,16-0,38; p<0,0001 1 OLL 0,35; 95
% [N: 0,19-0,64; p=0,0008)

[ons nauMeHToB ¢ KAMHUYECKU 3HAUMMbIM KPOBOTEUEHUEM
(ot 2-11 fo 4-4 cteneHm no wKane BO3)

50 A
20 - Bo Bpema E Mocne —i— Sntpombonar
Tepanum *  Tepanum - Mnaue6o
(%) 30
20
10
0 T T T T T T T T T T T = T T T
01 2 3 4 5 6 10 14 18 22 26 1 2 4
Hepena uccneposaHusa
1. Cheng G et al. Lancet. Eltrombopag for management of chronic immune thrombocytopenia (RAISE): a 6-month, randomised, phase 3 study. 2011;377(9763):393-402. doi: anaﬂfnvﬂ“

10.1016/50140-6736(10)60959-2.
{ (antpombonar)



P RAISE: SNTPOMBONMAT NO3BONAET CHU3UTb HEOBXOAUMOCTDL B
CONYTCTBYIOLLENA UTN HEOT/TOXKHOW TEPANUU

* M3 conyTcTBYIOLWMX NPenapaToB Yalle BCero CHUXKaNM 403y UIN OTMEHANM KOpTUKocTepouabl (84 % 13 37 naumMeHTos,
npUHUMaBLWKnx anTpombonar, 1 90 % n3 10 nauneHToB, NPUHMMaBLUKX Naauebo);

* Yaulie BCEro B KaYecTse NpenapaToB HEOT/IOXKHOM Tepanum NPUMEHANN KopTUKocTepouabl (n=15 B rpynne nnauebo; n=14 B rpynne
anTpombonara).

100 A
W 4 OLL 3,10 (95 % AM: 1,24-7,75); OLL 0,33 (95 % AW: 0,16-0,64);
p=0,02 p= 0,001
80
— 0,
: o 594
n=37/63
:!o_’ o / 40, B 3atpombonar
3 50 32 o % M Nnaue6o
S . % n=25/62
g ° n=10/31 18
— n=24/135
10
0
CHMXKeHMe A03bl UAN NpeKpaLLeHne MpenapaTtbl HEOT/IOXHOW TEpanum
NpUMeHeHMUsA 6asUCHbIX
CONYTCTBYIOLLMNX NPEenapaTos
1. Cheng G et al. Lancet. Eltrombopag for management of chronic immune thrombocytopenia (RAISE): a 6-month, randomised, phase 3 study. 2011;377(9763):393-402. doi: anaﬂfnvﬂ“

10.1016/50140-6736(10)60959-2.
i (antpombonar)



P RAISE: 9/ITPOMBONAT OBNIAAAET NPUEMJIEMbIM YPOBHEM

BE3SOMNACHOCTHU

HexxenatenbHble aneHnay 2 10 % nauymneHToB

IMo6ble HA He3aBUCUMMO OT NpUYMH 56 (92) 118 (87)
[onosHasi 6onb 20 (33) 41 (30)
[unapes 6 (10) 17 (13)
TowHoTa 4(7) 16 (12)
HazodapuHrut 8 (13) 14 (10)

WHdekummn BepxHUX AbIxaTenbHbIX nyTen 7 (11) 14 (10)
YTomMnsemocTb 8 (13) 13 (10)
Bonb B KOHEYHOCTSIX 6 (10) 9(7)
HocoBoe kpoBoTeueHne 6 (10) 7 (5)
[onoBokpyxxeHne 6 (10) 5(4)
Mepudbepuueckuin otek 6 (10) 2(3)

Bce HexenatenbHble iBNEeHUA 3-M Unu 4-1 CTENMEHN TSHKECTU 7 (11) 20 (15)
HA cBszaHHbIE € KPOBOTEYEHUAMMN 4 (7)2 3(2)

He)kenaTtenbHble ABNE€HUA CO CTOPOHDbI

NeyeHU " KenuyesbiBOAALMUX NyTeln
°MNosbliweHue A/IT 2 3x BI'H: 9 B rpynne npumeHeHuUs
antpombonara (7 %) vs. 2 B rpynne naaue6o (3 %);

°YBesimyeHue ypoBHs obuiero buampybumHa > 1,5 x
BIH: 5 (4 %) naumMeHTOB B rpynne NnpumMmeHeHus
anTpombonara 1 HM O4HOrO NaLMeHTa B rpynne
nnauebo;

* Mo ogHOMY NaUMEHTY B rpynne NnpuMmeHeHus
anTpombonara u nnaue6bo 6bin BbiBeAEHbI U3
nccaefoBaHMA BCreacTeme nosbiweHna AT
(=3-11 ctenenu)

Cnyyau Tpomb603mb60anm

*2 Bo Bpems Tepanuu (1,5 %)

* TPOM603Mb0NMA NEeroYHOM apTepmn
(4-% ctenenn);
*Tpomb603 rNy6oKuMx BeH (3-i cTeneHun);

*1 nocne Tepanuu (<1 %)

° TPOM603Mb0NMA NEeroYHOM apTepmn
(4-% cTteneHn).

CMepTeﬂbele ucxoabl
1. LI U CLal. LaliteL Liu

e uuUwUpag 1U
doi: 10.1016/50140-6736(10)60959-2

1(2)P

0

OU3NAHUA B CTBOZ1 TOZIOBHOTO MO3ra

1 HI@nageiiciie Ul LHIEUIIL HHHTTIUTE UTEUHTITPULY LUPSTHIG \NALDL ). d v-mundh, randomised, phase 3study. 2011,377(9763)393-402 {ana”f”ﬂﬂ
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» 31TPOMBONAT CTATUCTUYECKU 3HAYMMO YNYYLLAET NOKA3SATENU

KAK ®USUYECKOIO, TAK U MCUXUYECKOIO 340POBbA

* YAy4ylweHna KayecTBa KM3HU, CBA3AHHOIO CO 34,0P0BbEM, Obl/IM CTaTUCTUYECKM 3HAYMMO CBA3aHbI HE TO/IbKO C YBE/IMYEHUEM KO/IMYeCcTBa TPOMOOLIUTOB
(p 010,034 no < 0,001 B 3aBUCMMOCTM OT AOMEHA), HO U CO CHUMKEHNEM YAaCTOTbl KpOBOTEYEHU M NO KpuTepmam BO3 (p o1 0,002 go < 0,001 B

33aBMCUMMOCTU OT LOMEHaA).

CpepHue nsmeHeHua u FACT-Th6 no cpaBHeHMIO € UCXOAHbIMUNOKa3aTenei SF-36v2

10— p<0,001
8,7
8 _| -
p<0,001 PO
6

WIGHT'OXOM 3 OINHIHgE]D
U BL'OLEERHOL SUHIHIWEN P

B 3ntpombonar
I Mnauebo

p<0,001
2,1

4 -3,3 |
Suameckoe Ponesoe Susmeckan Obuyee coctontme HusHerHan Coupansroe 3moLpoHansHoe Neneckoe | Mnaek dauseckoro Wnaexc
GyHKUWMOHMpO- GyHKLUOHWpo- Gons 3n0p0BHA aKTHHocTs GyHKLUOHWpo- cocrontue sAopoBbe 3R0p0BsA neuxmieckoro
| sanve sanve sanve suopomsn

FACT-Thé

* SF-36v2 — cokpalleHHas dopma onpocHMKa U3 36 Bonpocos, Bepcus 2

** FACT-Th6 — onpocHWK 13 6 BONpocoB Ana GyHKLMOHANIbHOM OLEeHKM XpoHuYeckux 3abonesaHuin (FACIT), npumeHseTcs A1 OLeHKU 06eCnoKOeHHOCTU MaLMEeHTOB B OTHOLUEHW KPOBOTEYEHUI 1
WX BANAHUA NOBCEAHEBHYIO aKTUBHOCTb MaLMeHTa.

1. 6C7h3e6n(gloc-i)6e(t)§1_rl’.9Lgncet. Eltrombopag for management of chronic immune thrombocytopenia (RAISE): a 6-month, randomised, phase 3 study. 2011;377(9763):393-402. doi: 10.1016/50140-

g



P EXTEND: S/ITPOMBONAI OGECNEYUBAET BbICTPbIA U YCTONYUBDBIN
TPOMBOLUMUTAPHbIN OTBET

CpeaHuit ypoBeHb TpombouutoB coctaBun 2 50x10°/n Ko 214 Hepgene. [LOCTUrHYTbIA YPOBEHb CTabUIbHO COXpaHANCA B TeueHue 250
HeAenb nevyeHusn

e 91 % NauMeHTOoB - A0CTUMN Yncna TpomboumTtos > 30 X 10°/n

¢ 86 % NauMeHTOoB - A0CTUMN Yncna TpomboumTtos > 50 X 10°/n
160

PocT cpeagHero uucna TpoMG0OLUTOB B Te4eHUe 2-0 Heaenu
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1. Wong RSM, Saleh MN, Khelif A, et al. Safety and effi cacy of long-term treatment of chronic/persistent ITP with eltrombopag: final results of the EXTEND study. Blood. anaﬂfnvﬂ“
2017;130(3):2527-2536. i 6
(antpombonar)



» EXTEND: ANTPOMBOMNAI YMEHBLUAET KPOBOTEYEHUSA U
CHMXAET NOTPEBHOCTb B NKOKOKOPTUKOCTEPOUOAX

AnTpombonar yMeHbLUaeT 4YacToTy pa3sBUTUS KPOBOTEYEHUN

NCXOAOHO yepes rof

o/ % 16«

AnTtpombonar ymeHbLUaeT NoTpebHOCTbL NaLUeHTOB B:

npueme OONOJIHUTENbHbIX NMpenapaTtoB HEeOTNOXHOW Teparnmn
3 4 % 5 2 % ; 1 %
NauneHTOB NMOJSTHOCTLIO MpekpaTuIn YpoBeHb TPOMOOLNTOB YpoBeHb TpoMboLnToB
npuem 21 npenapara, obbl4HO 250 x 10%/n coxpaHsancs 230 x 10%n coxpaHsancsa
rMIOKOKOPTUKOCTEpOMaa 225 Hepenb 6e3 N3MeHeHUs 225 Hepenb 6e3 N3MeHeHNs Tepanum
Tepanuu
1. Wong RSM, Saleh MN, Khelif A, et al. Saf d effi f long- f chronic/persi ITP with eltrombopag: final results of the EXTEND e
StugglgBk)od. 28](.37;130(3):295%7_258;2. afety and effi cacy of long-term treatment of chronic/persistent with eltrombopag: final results of the PfBa”f”ﬂ

(antpombonar)



» EXTEND: ANTPOMBOMNAI YMEHBLUAET NOKA3ATENU
BbIPAXEHHOCTU YCTANOCTU N OBECNOKOEHHOCTHU B
OTHOLWLEHMN KPOBOTEYEHWU B TEYEHUE 5 NET

~80% nauMeHToOB COOOLWMNIKN 06 yrny4lleHUN noKa3saTesifl KayecTBa XXU3HU, CBA3aHHOro co
300pOBbEM
U3meHeHUs noka3saTeneun yctanocTtu u

40_KkpoBOTEeYEHUIA/CUHAKOB
30 A

20

10

‘ 0-0,25 ‘ 0,25-0,5‘ 0,5-1 ‘ 115 ‘ 152 ‘ 2-2,5 ‘ 2,5-3 ‘ 3-3,5 ‘ 3,5-4 ‘ 4-4,5 ‘ 4,5-5 ‘
Fopabl
B n=231 n=211 n=228 n=207 n=184 n=161 n=115 n=95 n=81 n=66 n=55
€ n=228 n=211 n=225 n=203 n=180 n=158 n=113 n=93 n=78 n=66 n=52

CpeaHee U3MEHEHMUE KauecTBa YKU3HU
CBA3aHHOrO CO 340poBbem, 6annbi

FACIT-YctanocTtb (N=291) — nogLukana hyHKLMOHaNbHOM OLEHKN Tepanuu xpoHudecknx 3abonesanuin (FACIT), npumeHsieTcsa Anst U3aMepeHust BblPaXXEHHOCTN yCTarnocTu n
ee BMNUSAHUSA Ha NOBCEAHEBHYIO XWU3Hb U AEATENbHOCTb NaLUEHTOB.

FACT-Th6 (N=288) — onpocHuk 13 6 BonpocoB Ans yHKLMOHANbLHOW OLEeHKM XpoHuYecknx 3aboneaHui (FACIT), npymeHseTcsa Ans oueHkn 06ecnoKOeHHOCTU NauMeHToB B
OTHOLLUEHM KPOBOTEYEHUI U UX BNUSIHUS NOBCEAHEBHYHO aKTMBHOCTb NauueHTa.

1. Khelif A, Saleh MN, Salama A, et al. Patient-reported health-related quality of life improves over time in patients with chronic immune thrombocytopenia Pfﬂaﬂf”ﬂﬂ
receiving long-term treatment with eltrombopag. Blood. 2016;128(22):3750. (anTpom6onar)



» TEPAMNUA SANTPOMBOMNAIOM B TEYEHME 22 NIET HE CONPOBOXOAETCH
KMIMHWYECKU 3HAYUMbIM YBEITUMEHUEM COOAEPXAHUA PETUKYITUHA UTTA
KONNAIreHA B KM Y 6OJIbLUMHCTBA NMALMUEHTOB C UTI

* Yepes 1 n 2 roga Tepanmm oTMevarnocb OTCYTCTBUE UITN HE3HAYNTESNbHOE KONTMYECTBO
peTukynnHa y 96 % n 100 % nauneHTOB COOTBETCTBEHHO MO pe3yriktatam buoncum
KOCTHOrO;

* [NpusHakn mnenodmnbposa nnm gpyrnx KIIMHNYECKM 3Ha4YnUMble aHomanumm KM y
NayneHToB, NosyvaBLlUnX anTpombonar B TedeHne =2 feT, OTCYTCTBOBarMu;

* H1 y ogHOro u3 naumMeHToB, Y KOTOPbIX Oblfm OGHapYXXeH PETUKYSTMH UK KonnareH, He
ObINO NPU3HAKOB UNWU CUMMNTOMOB, YKa3sblBatoLmMX Ha aucdyHkumio KM B TeueHue 2 net
npuvema npenapara;

* He 6bIno 3apernctpupoBaHo HA, cesasaHHbIx ¢ PKM,;

DKM — ¢hnbpo3 KOCTHOro moasra o
1. Brynes RK n coaBT. A 2-Year, Longitudinal, Prospective Study of the Effects of Eltrombopag on Bone Marrow in Patients With Chronic Immune PEB"”E””E
Thrombocytopenia. Acta Haematol. 2016;137:66-72 ; 2. Brynes RK u coast. EHA. 2015;0ral S500. ( . )
anTpombonar,



CNACUBO 3A BHUMAHME!
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