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InTpombonar B fie4eHnn UTTI
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AnTpoMmbonar B neyenun UTN

CTUMynaTopsbl peuentTopoB TpoMb6onosTuHa (TMO-MMMETUKKU, aroOHUCTbI peuenTopa
TNO)

NInohmnnmnsat ons
dopmMa
Tabnetkn 25 n 50 mr NPUroToBJIEHUA pacTBopa OJiA
BbINyCKa -
nHbekumn 250 n 500 mkr
He nenTtnnHasa, HMU3Ka4d MenTnaoHaga, BbICOKad
Monekyna
MOJiIeKyIpHasa Macca MoJIeKyJIapHasa Macca
Cnocob MoaKo>XXHble UHbeKuuu 1 pas
BHyTpb 1 pa3 B AeHb
BBeaeHus B Hepenio




NMokazaHusa

e [Ina ne4yeHnsa NauneHTOB B
BO3pacTe 3 neT u cTapuwe C
UTM, pnawenca = 6 mecsues
C MOMEHTa NOoCTaHOBKU
OnarHo3a, y KoTopblX
oTMeYasiCaA HeJOoCTaTOYHbIN
OTBET Ha NpeawecTBYOLLYIO
Tepanuto (Hanpumep, NKC,
NMMyHornobynnHamm) c
Lesiblo YMeHbLUeHUsA pucka
KPOBOTEYEHUN.

o 1na ne4yeHnsa NnauneHTOB B
BO3pacTe CcTapwe 18 net ¢
XPOHNYECKNM BUPYCHbIM
renatutom C C Uesnbio
obecneyeHnsa BO3MOXKHOCTH
npoBefeHnsa nnuv
onTMMun3aunm NPoBOLANMON
NMPOTUBOBUPYCHOW Tepanuu,
BKJIlOYaoLWen npenapaThl
NHTepdepoHa.

* B cocTaBse Tepanuu nepson
JIMHUKN B KOMBMHaUUM co
CTaHOapTHOW
MMMYHOCYNPEeCCMBHOW
Tepanuen y nauneHTos c TAA
B BO3pacTe 3 fieT 1 cTaplle.
» Ina ne4yeHnsa NnauneHTOB B
BO3pacTe CcTapwe 18 net ¢
TAA, y KOTOpPbIX He Bbin
OOCTUTHYT AOCTaTOYHbIN
OTBeT Ha
NMMYHOCYNPEeCCUBHYIO
Tepanuio.

* XpoHu4yeckas
nanonaTmyeckas (MMMyHHas)
TpomboumnTOoneHnyeckas
nypnypa y B3pOCbIX
naunmeHToB nocsne
CNJIEHIKTOMUU, PE3NCTEHTHbIX
K OpYrvM BUOaM fieyeHuns
(Hanpumep, MNKC,
MMMYHOr106ynnHam).

* JHMNNENT MOXXET NMPUMEHATLCSA
B Ka4yecTBe Tepanuu BTOpou
JNHUN Y MaLNEHTOB C
COXPaHEHHOW cene3eHKon npu
MPOTMBOMOKAa3aHNAX K
CNJIEHIKTOMMMN.

MpumMmeuaHue.

UTN — nanonatmnyeckaa TpomboumtoneHmnyeckasa nypnypa; TAA — Tsxenas
annactuyeckas aHemus; FKC — rnoKOKOPTUKOCTEPOUAbI.

MexaHu3Mm peuncteua TNMNO-MMMeTUKOB
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https://www.pro.novartis.ru/therapeutical-areas/hematology/idiopaticheskaya-trombocitopenicheskaya-purpura
https://www.pro.novartis.ru/therapeutical-areas/hematology/idiopaticheskaya-trombocitopenicheskaya-purpura
https://www.pro.novartis.ru/therapeutical-areas/hematology/idiopaticheskaya-trombocitopenicheskaya-purpura

3uporenHsii MO POMUIMIIOCTUM ANTPOMBOIAI

MembpaHa
MmerakapuouuTta

TpancMeMOpaHHbIN
nomen TINO peuenTtopa

lNMepenaya curHana
CTUMYNAUMA NPOAYKUHH
TPOMBOLHTOB

3ddeKkT anTpombonara ABNAETCA 4,0303aBUCUMbIM M AO0CTUraeT nuKa K 15 gHio
ne4yeHun

e OQHOKpaTHbIN Npnem sanTpombonara He NPUBOANI K YBEJIMHEHUIO YUCa
TpomMboumnTOB.

e [l0303aBUCKUMOE yBENYEHME YPOBHA TpoMboumnToB Habto4anockb NMpu MOBTOPHOM
npueme = 30 Mr npenaparTa.

e KonnyectBo TPoMOOLIMTOB Ha4YMHaN0 yBEINYMBATLCA Yepe3 5 gHen npruemMa n
0OCTUraso nuka K 15-my gHto.
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3¢deKTUBHOCTb U Oe30nacHOCTb NPpUMMeHeHun 3nTpoMbonara npu UTM y B3pocabix
M3y4YasIMCb B MHOTOYMCJIEHHbIX KJIMHUYECKUX UCCJIea0BaHUAX
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WccnepoBaHue

TRA100773A
NCT00102739°

TRA100773B
NCT00102739?

RAISE
NCT00370331"

REPEAT
NCT0042417712

EXTEND
NCT0035146813.14

WccnepoBanne
KOCTHOIo Mmo3ra
NCT010984871%

N nauueHTOB:

OcHoBHasa
anTpom6onar/ fo3a
KOHeyHanA
oblee anTpombonara
TOUKa
KOonn4yecTtso
PaHaomusnpoeaHHoe
ABOWHOE cnenoe
nnauebo- YBenuueHue
88/117 KOHTpOAnpyemoe 30, 50 nan 75 mr Konu4ecTea
nccnegosanue Il dpasbl B CYTKM TpomboumnTos
no noaGopy Ao03bl > 50 x 10%n
AJIMTENBHOCTBIO 6
Heaenb
PaHaomusnpoeaHHoe
. HauanbHas no3sa
ZBOWHOe cnenoe
50 Mr B cyTkM ¢ YBenuyerue
nnauebo- .
nocneayrowen KONMYeCTBa
76/114 KOHTpOnupyemoe .
KoppekLven TpombouunToB
mccneaoBaHue |l 9
npwv > 50 x 10°/n
hasbl ANNTENBHOCTLIO
HEeoBXOA4UMOCTH
6 Hepenb
PaHaomusnpoBaHHoe
. HauanbHas no3a
JBOWHOe cnenoe BepoAaTHOCTb
50 Mr B CyTKM €
nnauebo- . AOCTUXKEHUA
nocneayrowen
135/197 KOHTpOnupyemoe . KonuuecTea
KoppeKLuen
nccneaoBaHue |l TpoMBOLWTOB
npwu
$asbl ANMTENBHOCTbLIO 50-400 x 10%n
HEeOBXOA4UMOCTH
6 Mmecaues
OtkpbiTOE
uccnegosaHue Il Gpasbl
Mo W3Y4eHWo .
HauaneHan nosa YcTonumsocTs
66/66 npUMeHeHWs
50 Mr B cyTkK oTBeTa
MHOFOKpaTHEIX 403
ANNTENBLHOCTBH 6
Heaenb
OtkpeiToe
pacwmpeHHoe
nceneposaHue lll HauanbHas no3a
dasbl € ydacTuem 50 Mr B cyTKK ¢
. [Jonrocpounan
nauueHToB 13 nocneayroulen
302/302 o 6e30nacHoOCTb U
npeabiAyLIX Koppekuven
PEABIAY . PP 3G PeKTUBHOCTL
nccnefoBaHNA npwu
NMPUMEHEHUA HeobxoanmocTK
antpombonara npn
TN y B3pOCABIX
OTKpeITOe
nccnegosaHue [V HauanbHas nosa M3meHeHue
dasbl MO oLeHKe 50 Mr B cyTkM € BblpaXXeHHOCTU
6e30MacHOCTH y nocneAyroLLen dubpoza
167/167 N
B3POC/bIX NaLMEHTOB Koppekunen KOCTHOrO MO3ra
€ xpoHu4eckoit T npu cnycta 1un 2
ANNTENBHOCTBIO 2 HeobXoANMOCTH rojia nevyeHua

roga




TRA100773A: KpaTKOBpeMeHHasa Tepanusa anTpombonarom B pno3se 50-75 mr
apPpexkTuBHa y OONbLUMHCTBA B3POC/bIX C peuuauBupyiowien unm pecdpakrepHom
nTn

e K 15-My gHi0 vs aeHb 8 Habnoganochb ysenmyeHne 401 naumMeHToB C KOJIMYeCTBOM
TpombouunTos = 50 x 10°/n:
o € 44% pno 88% B rpynne npuMeHeHunsa sanTpombonara B gose 50 mr;
°© € 62% 0o 81% B rpynne npumeHeHus sntTpombonara B gose 75 mr.
e Y naumeHToB, Noay4daswmnx sanTpombonar B gose 50 mr nam 75 Mr, 4yactoTa pas3sBuTus
KPOBOTEYEHUN CHUXanacb N0 Mepe yBeM4YeHUs KoanyecTsa TpoMboLNTOB.
* B TeyeHne 6 Hegenb nocnenyowero HabnwaeHNA YacToTa Pa3BUTUA KPOBOTEYEHUI
rMocTerneHHo BepHyJlaCb K MICXO4HOMY YPOBHIO COOTBETCTBEHHO CHVXXEHUIO
KomnmyecTtBa TpoMboOLMTOB 00 YPOBHS, 6/1M3KOro K MICXO4HOMY.
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TRA100773A: megmaHa KoJiniecTBa TPOMOOUMTOB A O0CTUraeT HOPMaJZiIbHOIro
Auana3oHa Yyepes 2 HepeNnu NnevyeHusa antTpomdbonarom B pose 50 u 75 mr

e B rpynnax npumeHeHuns sntpombonara B go3e 50 mr n 75 Mr meanaHa KonmyecTBa
TpomboumnToB* AOCTUr1a HOpManbHOro gnana3soHa (150-400 x 109/n) K 15-My gHO ”

OCTaBaJlaCb Ha TakOM YypoBHe A0 43-ro gHs.

e MeaunaHa Konm4yecTBa TpoMboOUMTOB B rpynne nocaeaytowero HabnogeHus
ocTaBaslack Ha ypoBHe = 50 X 10°/51 B Te4eHne BCero nepnoaa ieYeHus n BepHysach
Ha ypOBeHb, BJIM3KUA K UCXOOHOMY, B TedeHue 2 Hefeslb Nnocsie npekpalleHus
nevyeHuns.

Image
Image

MpuMmeuyaHue.
* 25-1 1 75-1 NpoUEHTUAN NOKa3aHbl cTonbuamm «I».
** MauneHTbl, NpeKpaTuBLLME NevyeHne paHblie 43-ro gHs, 6binn BKAKOYEHBLI B Fpynny

nocnepywuwero HabnogeHms.

TRA100773A: 4acToTa M TAXKECTb HeXXeJlaTeJibHbIX ABJIEHUA NPU NPUMEHEHUM
anTpombonara conocrtaBuMbl ¢ nnauebo

Image



Asnenwe, n (%)

Snrpom6onar

30 mrn =30

3nTpom6onar
50 mrn =30

3nrpom6onar
75mrn =28

O61ee KONUYECTEO NALUEHTOR,

Yy KOTOPbIX 3aperncTpupoBaHo 2 17 (59) 14 (47) 14 (47) 17 (61)
1 HAl Bo Bpema Tepanuu

Obwee konuuecrtso HA 3-i namn

4.7 crenenm® 4 (14) 2(7N) 4(13) 3(1)
[onosHasa 60nb 6(21) 4(13) 3(10) 6(21)
MoBbiWeHWe ypoBHA o 13) . 2)
acnapTaTamuHoTpaHchepasbl

3anop 2(7) 1(3) — 2(7)
YTOoMnaemocTb 5(17) — 1(3) 2(7)
Ceinb 1(3) 103 — 2(7)
AHemun 2(7) 1(3) 1(3) 1(4)
Awapesn 2(7) — — 14
Mepudepunueckuii oTek 2 — 1(3) 1(4)
HapylueHne BKyCOBbIX OLLYLIEHWIA 2(7) — — 1(4)
BzayTue xumsota 2(7) 1(3) — —
Aptpanrna 3(10) 1(3) — —
HocoBoe kpoBoTeueHue — 4 (13) — -
Femoppoii 2(7) — — —
Bosb B KOHEYHOCTM 1(3) 2(7) — —




TRA100773B: 3nTtpoMmbonar B go3e 50 Mr achcpeKTMBEH y NauMeHTOB C
XpoHuueckou UTN

e Y MaumeHToB, NpUHMMaBLLINX 3nTpoMbonar, K 15-My AHIO MegnaHa KonmyecTBa
TpomMboLUTOB yBennyunack g0 53 x 10°/n, 1 coxpaHsnacb B TedeHne 6 Heaeb.

e K 43-My gHI0 MenaHa Kosim4yecTBa TPOMOOLMTOB Y MauMeHTOB, OTBETUBLUMX Ha
Tepanuio anTpombonarom (n = 43), coctasuna 144 x 10°/n (MKP: 92,5-268).

e MeanaHa KonnyecTsa TPoMOOLNTOB BEPHYIAaCb K UICXOOHOW B Te4YeHue 2 Hefeslb
rnocjle OKOH4YaHuA Tepanunu.
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MeauaHa konu4yecTBa TpOMGOI.(HTOB
150 — - -
—m— SnTpomGonar 50 Mr
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MpuMmeuyaHue.

MnaHkn norpewHocTen: 95% posepuTesibHble NHTEpPBabI.
NMH — nepuopg HabnwaeHus.

TRA100773B: dnTpoMmbonar o0CTOBEPHO YMEHbLUAET 4YacTOTy KPOBOTEYEHUN

e B rpynne npumeHeHunsa anTpombonara Habnoganocb CTaTUCTUYECKN 3HAYMMO
MeHbLLUE KPOBOTEYEHNI NO CPpaBHEHUIO € rpynnon nnauebo Kk 43-my gHO 1 B tobon
BPEMEHHOW TOYKe 3a 6 HeJenb Tepanun.

MauuneHTbl C NIOOLIM KpOoBOTEYEeHneM*

Image

80 —
Bo BpeMs nevyeHus : Mocne nevyexus

(%)

B ntobyto BpeMeHHY0 TOYKY BO BPEMS TEPaNuu:

-

antpombonar (46 (61 vs nnauebo 30 (79%)

20 - ! OLU 0,49 (95% A1. 0,26-0,89), p = 0,021
—l— 3ntpombonar 50 mr - K43-my gHio:
| Nnauebo anTpomBonar (20 (39 %)) vs nnauebo (18 (60%))

. OLL 0,27, 95% AW: 0,09-0,88,p = 0,029
0 T T T T T 1

1 15 29 43 57 71 85
Oun




REPEAT: NpumeHeHue anTpoMmbonara moxeTt ObiTb 3¢p(hpeKTUBHBIM Y NALUEHTOB C
XpoHuyeckou UTI B HENOCTOAHHOM peXXume

NoBTOpHOE Ha3HavyeHne 3nTpombonara Nocse nepepbiBa NO3BOJISN0 AOCTUYb CXOAHbIX

rnokasaTeJsien oTBeTa, KOTOprIZ COXpaHANCd B Te4eHmne BCcero rnepmnoda tepanmnm B Ka>xaom

uukne:

e > 50% n > 75% naumeHTOB OTBETU/IN Ha JiedeHue K 8-My 1 15-My OHI0 Tepanuu
COOTBETCTBEHHO;

* KOJIMYECTBO TPOMBOLIMTOB OCTaBasIOCh Ha YpoBHe = 79 X 10°/n1 BNAIOTb 40 OKOHYaHMA

Tepanuun BO BCeX 3 UMKNaX;

* YPOBEHb TpOM60LI,VITOB OCTaBaJiCA HEU3MEHHbLIM Te4yeHne 1 Hegenm nNocse OKOHYaHns

KaXk[0ro n3 3 LUWKJI0B 1 BO3BPALLAICSA K MICXOOHOMY KO 2- Heaene.
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JleHb HCCneaoBaHuA

REPEAT: SnTpoMbonar 3¢p¢peKTUBHO CHMXXaeT 4acCTOTy KPOBOTEYEHUMN Npu
NPMMEHEHUMN B HENOCTOSAHHOM peXxume

e YacToTa pa3BMUTUA BCEX KPOBOTEYEHUN N KIIMHUYECKU 3Ha4YUMbIX KPOBOTEYEeHNn*
CHM>Xanacb npuMepHo Ha 50% B KaXXO40M UUKJie Tepanun.

e HM oOWH N3 NauMeHTOB He NoJlyyas npenapaToB HEOTJIOXKHOW Teparnun BO BpeMs
npuvema santpombonara HXU BO BPpEMS LUUKIOB 1-3, HM B NepepbiBax MeXay HUMMU.
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JleHb uccnegoBaHua
NMpumMmeuyaHue.

* Bce KpoBoTe4yeHus (1-4 cteneHn) n KINHNYECKN 3Ha4YMble KpoBOTeYeHNA (2-4
CTeneHn).



REPEAT: NpuMmeHeHue 3nTpoMbonara B HENOCTOAHHOM pe)XXuMme obnapaert
npueMseMbiM YypoBHEM bDe3onacHOCTHU

He)XenatenbHble ABJIEHUA B Ka)>XKAOM LUKe

Image

CBogHble

AaHHbie o HA
n (%)

29 25 23 19 25 23 45 41
Mob6oe HA

(44) (38) (42) (35) (49) (45) (68) (63)
JMoboe CHA 0 0 1(2) 2(4) 0 1(2) 1(2) 3 (5)
HA, cBAzaHHbIe C

12 2(3) 8 1(2) 4 (8) 0 15 2(3)
uccneayembim (18) (15) (23)
npenapatom
HA, npuseglume k
npekpaLieHuIo 1(2) 0 0 0 0 0 1(2) 0
NeyeHns

YacToTa H, BO3HUKLIKNX BO BpeMs Tepanuu (196 asneHunn y 45 (68%) nauneHToB),
Oblla Takom Xe, Kak 1 BO BpeMs nepepbiBoB (122 aBneHunsa y 41 (63%) nauneHTa).
e CaMbIMK 4YacCTbiMK HY, BO3HUKLUMMK BO BpeMs Tepanuu, bbiam ronosHas 6o0nb (21%),
anapes (11%), cnaboctb (9%) n HaszodapuHInT (9%).
o Bo BpeMs BCex 3 LMKIIOB rosioBHaa 60sb 1 gnapes pernctpmpoBanncbk Ha 13% u
5% 4allle BO BpeMs Tepanuu, 4eMm B NepepbiBax B Tepanuu.
B 6onbunHcTBe cnyvaeB HA 6binv nerkom n cpeHen CTeneHn TSXeCTu.

Y 4 naymeHToB oTMe4yeHo 1 n 6onee HYA 3-n cTteneHn TaxecTu:
o 3-1 UWNKJ, BO BpeMS Tepanuun: oAblllKa, Kalleslb U 3aJI0)KEHHOCTb Na3syx (n = 1);
rmneprankemms (n = 1).
o MNepepbiB: CHA B BUAE KPOBOTEYEHUSA N3 YXa, HOCOBOIO KPOBOTEYEHUS,
KpPOBOTEYEHUSA U3 CZIN3NCTON NonocTu pta (n = 1) n runepteHsma (n = 1).
Bo Bpems Tepanuu He 6b110 3aperucTpupoBaHo HA 4-n cteneHn TSHXKeCcTn nan
CMepTesibHbIX MCXOO0B.
HA, cBA3aHHbIE C Tepanuen, perncTpupoBasnChb Yalle BO BpeMsa Tepanuu no
CpaBHEHUIO C NepepbiBaMn BO BCeX Tpex umknax (23% n 3% cooTBETCTBEHHO).

MpuMmeuyaHue.



HA — HexxenaTenbHoe aBneHne; CHA — cepbe3Hoe HexXxenaTeslbHOoe ABleHue.

RAISE: BO/AbLLWMHCTBO NAaLUEHTOB OTBE4aloT Ha Tepanuio anTpomGonarom

e Jlona naymnmeHToB, OTBETUBLUNX Ha Tepanuio Kak MMHUMYM OOUH pa3 3a 6 mecsues,
OblNla /OCTOBEPHO BbiLIe B rpynne npuMmeHeHnsa sntpombonara (106/79%) vs

nnauebo (17/28%).
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AOJ‘IH nayueHToB, OTBETUBLUUX Ha 1IedHeHUe

100 7 —m— Nnauebo OLU 8,2 (99% AW: 3,59—18,73); :
90 1 —mm— 3nTpombonar p < 0,0001
== Bo Bpema © [ocne
Tepanuu = Tepanwuw
. T -I T T
Heaena g 1 2 3 4 5 @ 10 14 18 22 28 1 2 4
uHccnegceaHIrA
MnayeGo.n 61 €0 60 59 €0 &80 59 47 50 48 47 58 5455 58
3nTpomGonar, n 135 134133 123 131124 1234 108 114 112 113 132110118 119

RAISE: 3nTpom6onar OGECNEYNBAET TPOMBOLUUTAPHbIA OTBET yXe Ha 1
Hepesne ne4vyeHus

e B rpynne, npuHumasLuei anTpombonar, MeanaHa Koam4ectsa TPoMBOLIMTOB BbIPOCa
c 16 x 10°/n po 36 x 10°/n yepe3 1 HepJeno Tepanum N COXpaHanach Ha YpoBHe > 50

x 10°/n B Te4eHme BCero oCTaBLUErocs BPEMEHU SleYeHus.
e B rpynne, npnHumasLwen nnauebo, konm4ectso TpoMboUMTOB HE MOAHUMAIOCh BbIlle

23 x 10°/n B Te4yeHue BCero BpeMeHu sie4eHns.
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140 - —— 3ntpombonar .
i Bo BpemA Tepanuu . Mocne
__—&— Mnauebo .  Tepanum

MeamnaHa Konu4yecTsa
TPOMGOLMTOB
(x 10%n)

Hegens 0 T T T T T T T T T T T T T T
HCCNEeAoBAHNA d ®=2 5 B 6 10 14 18 22 26 1 2 4
MnayeSo, n 61 60 59 S8 59 59 S8 43 46 44 43 53 54 55 58
3nrpombonar, n 135 134 131 129 123 1286 128 96 101 95 91 110 110 118 119

RAISE: 3ddeKTuBHOCTb 3nTpOMOONara He 3aBUCUT OT HAJINYUSA CMJIEHIKTOMUMU B
aHaMHes3e

Image



—}— 3nTpomBonar, naunexTsl 6&3 CNNEH3KTOMIN —l— 3nTponbonar, nayMeHTbl NOCNE CRNEH3KTONIM

—{J— nfnauebo, naunexTs Ge3 CNNeHaKToMI —— (nauebo, nayiexTsl NOCNE CANEHIKTOMIN

160 — Bo spema  : Mocne
Tepanum  *  Tepanuu
140 — = T -
120

100

TPOMBOLUTOE
(x 109/n)
(o)
o

MeawuaHa Konv4yecTea

1 T 1 1 1 1
D 4 2 &8 & b E 10 14 18 22 26 1 2 8
Heaena uccnefosaHuA

dnTpoMbonar ymMeHbLUaeT KPOBOTEYEHUA U CHUXKaeT NoTpebHOCTb B
rNIOKOKOPTUKOCTEepouaax

Image

COKpaljeHWe 4acToTbl KPOBOTE'-'IEHHﬁ N KNMHNYeCKWN 3HaYNMbIX Kponoreqeuuﬁ no
X ~ 2 pa 3a CpaBHEHWH C KOHTPOJAEM Ha4yMHaa C 15 AHA neueHUAa N B TeueHne 6-MecaYHoro Kypca
Tepannu 3J"IT|I)OM60FIaFOM.

5 9 o/ nauyneHToB YMeHbLUNAN 403y WK NOJIHOCTbHO NpeKpaTuan npuem 21 npenaparta
o

ana nedeHna UTT kK 6 mecayy (vs 32% B rpynne KOHTPoAs).

84 % M3 HUX YMEHDbLUWIM UK NPeKpaTWIN NPUEM INTIOKOKOPTUKOCTEPOMAOB

RAISE: 3nTpoMbonar o,0CTOBEPHO CHU)XaeT PUCK KPOBOTEYEHUM Y NaLUEHTOB C
XpoHuuyeckon UTN

e 3a 6 MecsaUEeB Tepannun PUCK Pa3BUTUSA KPOBOTEYEHUN N KIIMHNYECKN 3HAYNMbIX
KpOoBOTeYeHUin Ha poHe npuema sanTpombonara cHMU3nAca Ha 76% m 65%
COOTBETCTBEHHO NO CpaBHeHUto ¢ nnauyebo (OL 0,24; 95% OWN: 0,16—-0,38; p <
0,0001 »n OW 0,35; 95% Aun: 0,19-0,64; p = 0,0008).
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[onsa nauyneHToB ¢ KNMHUYECKA 3HAa4YUMBbIM KpoEBoOoTe4YeHnem

(ot 2-i1 oo 4-1 creneHu no wkane BO3)
) 5

40 - Bo spemsa ! Mocne —l— O3ntpombonar

Tepanuu  : Tepanuu —8— Mnaye6o

(%)

I I I 1 Il 1
01234586 10 14 18 22 261D 4
Hepensa uccnegoeanun

RAISE: dnTpoMmbonar no3BonsieT CHU3UTb HEOOXOAUMOCTb B CONYTCTBYIOLLEN MU
HEOTJIOOKHOW Tepanuu

e /13 conyTCTBYOLWMX NMpenapaTos Yalle BCero CHXXasau 403y Wi OTMEeHSAIN
KopTukocTeponabl (84% n3 37 nayneHToB, NPUHUMaBLUMX 3nTpombonar, n 90% ns3 10
nauneHToB, NpUHUMaBLWMX Nnauyebo).

e Yaule BCero B Ka4yecTsBe npenapaToB HEOTJIOXKHON Tepanum NPUMEHSIN
KopTukocTepouabl (n = 15 B rpynne nnauebo; n = 14 B rpynne antpombonara).
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RAISE: 3nTtpoMmbonar obnapgaer npueMmneMbiM ypoBHEM De3onacHOCTH

HeXxenaTtenbHblie ABsieHUa y = 10% nauueHTOB

Image



HA, n (%) Mnaue6o n = 61 Antpom6onar n = 135

Mobbie HA He3aBUCMMO OT NPUUYMH 56 (92) 118 (87)
[onosBHasa 6onb 20 (33) 41 (30)
Awnapesn 6 (10) 17 (13)
TowHoTa 4(7) 16 (12)
HazodapuHrut 8(13) 14 (10)

NHbEKLMM BEPXHUX AbIXaTeNbHbIX
$eku P A 7 (11) 14 (10)

nyTei

YTomMasemMocTb 8(13) 13 (10)
Bonb B KOHeYHOCTAX 6 (10) 9(7)
HocoBoe kpoBoTeueHue 6 (10) 7 (5)
lonosokpy>ceHne 6 (10) 5(4)
Mepupepuueckmin otek 6 (10) 2(3)

Bce HeXXenatenbHble ABAEHWA 3- UaAn

& 7(11) 20 (15)
4-1 cTeneHn TAXKeCTH

Hfl cBA3aHHbIE € KPOBOTEYEHMAMM 4 (7)3 3(2)
CmepTenbHble UCXOABI 1 (2)" 0

NMpumMmeyaHue.
a — Yy 4 NauMeHToB 3aperncTpmpoBaHo 11 anm3o000B KpoBoTe4YeHuns; b — nauneHT ymep
Mn3-3a CMepTesibHOro KPOBOU3JIMAHNA B CTBOJ1 TOJIOBHOMO MO3ra.

He)xenatenbHble ABJIEHUA CO CTOPOHbI Ne4YeHU N XenvyepbiBOoaALLUNX I1YTeI7I:

e MoBbiweHne AJIT = 3 x BIMH: 9 B rpynne npumeHeHuns antpombonara (7%) vs 2 B



rpynne nnauebo (3%).

e YBenun4yeHune ypoBHs obuero 6unmpybuHa > 1,5 x BIH: 5 (4%) nauneHTOB B rpynne
npuMeHeHus anTpombonara v HX OAHOrO NauneHTa B rpynne naauebo.

e [10 0Q4HOMY MaUWEHTY B rpynne npuMmeHeHuns sntpombonara n nnauebo 6binn
BbIBEAEHbI N3 NCCNENO0BaHUS BCeaCcTBUE NoBbieHUs AJIT (= 3-i cTeneHwn).

Cny4yaum Tpomb6os3mbonum:

e 2 BO BpeMsa Tepanun (1,5%):

o TpoMboambonma nerovyHom aptepun (4-in cteneHn);
o TpoMb03 rnyboKux BeH (3-11 cTeneHn).

e 1 nocne Tepanuun (< 1%)
o TpoMboambonua neroyHom aptepun (4-n cteneHn).

MpuMmeuyaHue.
BI'H — BepxHAa rpaHnua HoOpMblI.

31'ITpOM60I1aI' CTaTUCTUHECKHU 3HAYUMMO yiiyHllaeT nNokKa3aTeJin Kak d)MBM‘IECKOI'O,
TaK U NCUXNYECKOro 340poBbA

e YAy4yweHns KavyecTBa XNU3HWU, CBA3AHHOI0O CO 340p0BbEM, BbI/IN CTAaTUCTUYECKN
3HA4YMMO CBAA3aHbl HE TOJILKO C YBesInYeHneM Koanyectsa TpombouunTos (p ot 0,034
0o < 0,001 B 3aBUCMMOCTW OT AOMEHA), HO N CO CHMXXEHNEM YaCTOTbl KPOBOTEYEHUN
no kputepusm BO3 (p o1 0,002 no < 0,001 B 3aBUCUMOCTN OT AOMEHA).
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NMpumMmeyaHue.

* SF-36v2 — cokpalweHHasa hopMa ONMpoCHMKa 13 36 BOMPOCOB, Bepcus 2.

** FACT-Th6 — onpOCHUK 13 6 BONMPOCOB A1 PYHKLUNOHANIbHON OLEHKN XPOHUYECKUNX
3abonesaHun (FACIT), npuMmeHseTca ansa oueHkn 06eCnoKoeHHOCTU NaumMeHTOB B
OTHOLUEHNN KPOBOTEYEHUN U NX BJIUAHUA Ha NOBCEOHEBHYO aKTUBHOCTb MaumeHTa.

EXTEND: 9dnTpoMbonar obecneumBaeT ObICTPbIA U YCTOWYUBbLIK TPOMOOLUTAPHbBIN



oTBeT

CpenHui ypoBeHb TPOMBOLMTOB cocTaBun = 50 x 10°/n Ko 2-i Hepene.
L OCTUIrHYTbIW YPOBEeHb CTabNJILHO cOXpaHsAJICA B Te4eHue 250 Hepenb JieYeHus.
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9 1 % nauneHTOB AOCTUIIN Yncna TpombouuTos > 30 x 10%/n.

86 % nauneHTOB AOCTUIIN Yncna TpombouuTtos > 50 x 10%/n.
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EXTEND: 3nTpoMmbonar ymMmeHbLUAaeT KPOBOTEYEHUA U CHUIXKAEeT NoTpeObHOCTb B

rniOKOKOpTUKOCTepoupax

AnTpoMbonar yMeHbLUAeT 4acTOTy pa3BUTUA KPOBOTEYEHUMN.
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AnTpoMmbonar ymeHbLIaeT NOTPEeOHOCTb NAaLLMEHTOB B:
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npuemMme AONoJIHUTE/IbHbBIX NMpenapaToB HEOTNOXHOM TEPanuun

34 52 % 71

NaUMeHTOB MONHOCTLI NPeKpaTuaKn Npuem YpoBeHb TpoMBoumMToR > 50 x 10%/n YpoeeHs TpomBoumTos = 30 x 10%/a
> 1 npenapara, 0bbIuHO coxpaHanca = 25 Hegenb 6ez nzMeHeHus coxpaHanca = 25 Hegenb 6ez nzMeHeHNs
HOKOKOPTMKOCTEpOMaa Tepanuu Tepanum

EXTEND: dnTpoMOonar ymeHbLUaeT NOKa3aTesiM BbIPAa>X€HHOCTHU YyCTaJZIoCTU U
06eCcnoOKOEHHOCTU B OTHOLUEHUM KPOBOTE4YEHUN B Te4eHue 5 nert
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MpumMmeyaHue.

FACIT-YcTanoctb (n = 291) — nojwkana PyHKLNOHANIbHON OLLEeHKN Tepanuu
XpoHun4yeckunx 3abonesaHunn (FACIT), npyuMeHaeTCca ANa N3MepeHns Bblpa>KeHHOCTH
yCTasioCTU U ee BJINAHNSA Ha MOBCEAHEBHYIO XN3Hb U AesATeNbHOCTb MauneHToB.
FACT-Th6 (n = 288) — onpoOCHNK 13 6 BONPOCOB AN PYHKLUNOHANbHON OLEHKN
XpoHu4yeckunx 3abonesaHun (FACIT), npuMeHaeTCca Ana oueHKM 06eCcnoKoeHHOCTH
naunMeHTOB B OTHOLWIEHUN KPOBOTEYEHUN N UX BIINAHUSA MOBCELHEBHY aKTUBHOCTb
naumeHTa.

EXTEND: 3nTpoMmbGonar obnapaet npuemneMmbiMm ypoBHEM Be3onacHOCTM npum
AOOJITOCPOYHOM NPUMEeHeHun > 8 nert
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HeXenatenbHble ABNEHUA

MauueHTbl n (%) n = 302

Bce HA 277 (92)
FonoBHasa 60/b 86 (28)
HasodgapuHrut 74 (25)
MHpeKL N BepXHUX AbiXaTe/IbHbIX NyTei 69 (23)
YTomnaemocTb 50 (17)
[Onapes 47 (16)
ApTtpanrus 45 (15)
Bonb B cnuHe 40 (13)
WHdpeKumMn MoYeBbIBOAALLMX NYyTeW 34 (11)
TowHoTa 34(11)
Kawens 32 (11)
Mpwnn 30 (10)
AHemmna 29 (10)

e BonbWKWHCTBO HA Bb11n 1 1 2 cTEeneHu TaXKecTu.

e Hanbonee 4yacto BcTpevawwmecs HA: ronosHasa 60sb, HA30PaAPUHIUT, NHPEKL NN

BEPXHUX AblXaTeNIbHbIX NyTeNn.
e HA 3 cTeneHn 6b1IM oTMeYeHbl Yy 26% NaLumMeHTOoB.

MpumMmeyaHue.
HfA — He)XenaTesibHOe siBJieHue.

EXTEND: KaTtapakTa npu A0Jrocpo4Hou Tepanum anTpombonarom orme4danachb y

nauMeHTOB, MCXOO4HO UMEeBLUUX (haKTOpPbl pUcCKa

e B Havyane nccneposaHnsa y 192 (66%) nauneHTOoB BbiSiBJIeH 1 (hakKTOp puUcKa




KaTapakTbl nnn 6onee: npumeHeHue N'KC — 49%, kypeHue — 18% n/mnmn caxapHbli
anabet — 12%.

e B xoOe nccnenoBaHusa pasBuTue KatapakTbl Obi10 oTMe4eHo y 28 (9%) nayneHToB:

o 16 (5%) naumeHTOB ee paccMaTpuBanun Kak CH4;
o 4 aBNEHNSA NMPUBENN K NPEKPALLEHNIO NIeHEeHUS.

NMpumMmeyaHue.
CHA — cepbe3Hoe HeXeaTeslbHOe ABJIeHue.

Image

McxoaHbie ¢paKTopbl pucka pa3BUTUA KaTapaKTbl SnTtpom6onar n = 287 n (%)

®daKTopbl pUCKa OTCYTCTBYIOT 6 (22)°
He meHee ogHoro ¢akTopa pucka 21 (78)
[avTenbHoe npumeHeHue CTeponaoB 16 (59)
CaxapHblii anabet 6 (22)
OdTanbmonornyeckan onepawuvsa B aHamHese 4 (15)

Odranbmonoruyeckue sabonesaHus, Tpebosaslune

2(7)
MeAMKaMEHTO3HOrO JleYeHWs, B aHaMHe3se
CepbesHas TpaBma rnasa 1(4)
Moaarpa 1(4)
KypeHnue 4 (15)
[Apyroe 3(11)

EXTEND: Y 6onblwMHCTBA NauueHToB (pubpo3 KM npu pautenbHOU Tepanuu
anTpoMbonarom oTcyTCcTBOBaJ1 UM OblJ1 HE3HAYUTEJNIbHbIM

Image



MHTepBanbl OL,€HOK BO BpeMA fieueHUd, Mmecaubl n (%)

CreneHb no
EKLL2 MakcumanbHas
cTeneHb n =
166°
63 44 22 11
PKM-0 12 (80) 97 (65) 87 (52)
(83) (80) (67) (61)
OKM-1 3 (20) 43 (29) 1 10 10 7 (39) 68 (41)
(15) (19) (30)
PKM-2 0 10 (7) 1(1) 1(2) 1(3) 0 10 (6)
PKM-3 0 0 1(1) 0 0 0 1(< 1)

MpuMmeuyaHue.

a — CteneHn no EKLU (Thiele J. et al. Haematologica 2005; 90: 1128-132).

b — Pe3ynbTaTbl LEHTPANIN30BAHHOIO N MECTHOIO aHaan3a 6moncum KoCTHOro mMosra (n =
356) 6biaM nonyyeHbl Ana 166 nayneHToB, NPUHUMatOLWKX 3aTpombonar B Te4yeHne
nepvopa 0o 7 net. AHanM3 NnpoBoAnAN C Ucnonb3oBaHuem EKLL.

EKLU — EBponenckas KOHCEHCyCcHas wkana; PKM — ¢punbpo3 KocTHOro mosra.

Tepanusa anTpoMbonarom B Te4yeHue = 2 JiIeT He CONPOBOXAAETCA KJIMHUYECKH
3HA4YMMbIM YBEJIMHEHUEM COAEepPI)XaHUA PeTUKYJIMHA unu KonnareHa B KMy
OonbwMHCTBA nauueHToB ¢ UTM

* Yepe3s 1 n 2 roga Tepanuu oTMe4asioCb OTCYTCTBME UM HE3HAYUTeNIbHoe
KOJIN4eCTBO peTuKysinHa y 96% n 100% nauneHToB COOTBETCTBEHHO MO
pe3ysnbTaTaM 6MonNCcMm KOCTHOroO Mo3ra.

e [pn3Hakn Mmnenopmnbposa nam Apyrnx KIMHNYECKN 3Ha4YMMbIX aHoMannm KM y
naunmeHToB, NoayyaBLUNX 3nTpoMbonar B Te4eHne = 2 sieT, OTCYyTCTBOBaJIM.

e HN y 04HOIr0 U3 NaLVEeHTOB, Y KOTOpPbIX Bbis1 0OHapy>XeH peTUKYIMH NN KosnareH,
He 6b1210 NPM3HAKOB MM CMMMTOMOB, YKa3bIBalOLWMNX Ha ANCHYHKLUMIO KM, B TeyeHune
2 netT npuema npenapara.

e He 6110 3apeructpupoBaHo HA, cBa3aHHbIX ¢ DKM.
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