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Pesiome

NmMMyHHasa TpomboLmToneHus — 3To 3abonieBaHre KPOBM MMMYHHOTO reHe3a, XxapakTepu-
3yloLLeecs M30/IMPOBaHHbBIM CHUXEHMEM YPOBHA TpombounToB Huxke 100x10%/n 1 npo-
ABNALEECA reMopparnyeckum CMHAPOMOM Pa3HOW CTeMNeHU BbIPaXKEHHOCTU. DTMUOJO-
rnAa 3aboneBaHns HensBecTHa. [laToreHes CBA3aH C U3MEHEHUAMU B T-KIETOYHOM 3BEHE
UMMYHUTETa 1 BbipaboTKe aHTUTeN K TpoMboLMTam C MoCneayowmm X paspyLlieHnem B
ceneseHke.

Lenb. OueHnTb 3¢ eKTUBHOCTL BTOPON JIMHUN Tepanumn aroHncTa TPOMOOMO3TUHOBbIX
peLenTopoB POMUMIOCTUMA Y NALNEHTOB C UMMYHHO TPOMOOLUTONEHME.
Matepuanbi n metogbl. B I6Y3 MO MOHUKW um. M.®. Bnagmummpckoro, B LieHTpe op-
¢daHHbIX 3aboneBaHnin Mockosckol obnactu (LO3MO) nog HabnogeHMem HaxopuTcA
67 NaumneHToB, MPUHUMAIOLKX NpenapaT POMUMNIOCTUM.

B HacToALee nccnefoBaHrie BKNIOYAIMCh MY>KUMHbI U XKEHLLMHbI C NePBUYHON UMMYHHOM
TpomboLuToneHnYecKor Nypnypor nocne nepBon TMHUK Tepanum roKOKOPTMKOCTEPOU-
paamu. Ctatnctuueckas obpaboTka AaHHbIX NpoBoaunach ¢ nomolybto Graphpad Prism 9.
PesynbraTtbl. MenaHa NoBbileHWA YPOBHA TPOMOOLMTOB Y 67 NaLmMeHTOB nocie Tepa-
nun pomunnoctumom [Q25-Q75] coctaBmna 128x10%/n [97-190x10%/n]. Tepanuio pomu-
nnoctumom B MockoBcKom o6nacTu nonyyatoT 67 NauMeHTOB C UMMYHHOR TPOMOOLUTO-
neHuen. o nonyyeHHbIM AaHHbIM, MOMHbIN OTBET OTMeyaeTcA Y 49 naumeHToB — 73,12%,
yactoTa oTBeTay 15 naumeHToB — 22,39%, He oTBeTMBLINX 3 NaumneHTa — 4,48%.

BbiBogbl. [pyMeHeHe POMMNAOCTUMA NMOKA3ano XOPOLWMWIA pe3ynbTaT Y NauueHToB C
UMMYHHOW TPOMOOLINTOMNEHUNEN, HE Bbi3blBAaA TOKCUYHOCTY U yNydLlasa KauyecTBO »KU3HN Y
nayneHToB C UMMYHHOI TPOMOOLUTONEHMEN.

KnioueBble cnoBa: MMyHHasa TpomobouuToneHWuyeckasa nyprnypa, POMUMNAOCTUM, 37-
Tpombonar, reMopparnyecknin CUHAPOM, TPOMOOLIUTONEHUSA
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Abstract

Immune thrombocytopenia is a blood disease of immune origin, characterized by an
isolated decrease in the level of platelets below 100x10%L and manifested by hemorrhagic
syndrome of varying severity. The etiology of the disease is unknown. The pathogenesis is
associated with changes in the T-cell link of immunity and the production of antibodies to
platelets, followed by their destruction in the spleen.

Purpose. To evaluate the effectiveness of the second-line therapy of the thrombopoietin
receptor agonist romiplostim in patients with immune thrombocytopenia.

Materials and methods. In GBUZ MO MONIKI them M.F. Vladimirsky, 67 patients taking
Romiplostim are under observation at the Center for Orphan Diseases of the Moscow
Region (TsOZMO).

The present study included men and women with primary immune thrombocytopenic
purpura after first-line corticosteroid therapy. Statistical processing: data was carried out
using Graphpad Prism 9.

Results. The median increase in platelet levels in 67 patients after treatment with
romiplostim [Q25-Q75] was 128x10°/L [97-190x10%/L].

Discussion. 67 patients with immune thrombocytopenia receive romiplostim therapy
in the Moscow region. According to the data obtained, a complete response was noted
in 49 patients — 73.12%, the response rate in 15 patients was 22.39%, 3 patients did not
respond — 4.48%.

Conclusions. The use of romiplostim showed a good result in patients with immune
thrombocytopenia, without causing toxicity and improving the quality of life in patients
with immune thrombocytopenia.

Keywords: immune thrombocytopenic purpura, romiplostim, eltrombopag, hemorrhagic
syndrome, thrombocytopenia
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B BBEJAEHWE

NmmyHHas TpombouunToneHus (UTM) — ayTonmmyHHOe 3aboneBaHue, XxapaKTepusyo-
Leecs U30nMpoBaHHONM TpombouuToneHmen (TpombounTbl <100x10%/1), NpY 3TOM TAXe-
nble KpOBOTeUeHUs HabnoaatoTcA ToNbKo Y 5% nauneHTos [1]. Kak npaBuno, nauneHTbl He
npeabaABAAT Xanob Ha MacCKBHbIe KPOBOTEUEHNA, OObIYHO Y HUX HabsoAaTCA neTexmm
Ha Koke 1 CNn3ncTbix. HecmoTpa Ha 3To, npuMepHo B 15% cnyyaeB B TeyeHue 5 neT nocne
YCTaHOBJIEHNA IMarHo3a CHMXeHne YPoBHA TPOMOOUMTOB Hmke 20x10%/n moxeT npuBe-
CTV K Pa3BUTUIO YTPOXKAIOLLMX XN3HU KPOBOTEUEeHNA 1 rocnuTanmsayun [2]. Nommumo Ha-
NMYNA remopparmyeckoro CMHAPOMA, NaUMeHTbl NPeAbABNAIT Xalobbl Ha C1aboCTb, Obl-
CTPYIO YTOMIIAEMOCTb, FONOBHble 6ONU U1, KaK CefCTBYE, YXYALLEHNE KauecTBa »Ku3Hu [3].

T moxeT 6bITb NEPBUYHON, 3TUONOMMA 3aboneBaHnA HemsBecTHa. BTopunuHaa AT
BbI3BaHa Apyrvmu 3abonesaHnAMM.

OunddepeHLmanbHbI AnarHo3 MMMYHHOW TPOMOOLIMTONEHMMN Y NOTEHLMASIbHBIX BTO-
PUYHbBIX MPUYKH TPOMOOLUTONEHNN TpebyeT YyTOUHEHWA U AOMOMHUTENbHOro obcneno-
BaHMA.

Tak, anddepeHLmanbHbI AnarHo3 NPoBoOAAT C NceaoTpombouMTOoneHnen, 3abone-
BaHMEM MOYEK UMY MeYeHN, MUENOANCTNIACTUYECKUM CUHLPOMOM, OCTPbIM IENKO30M,
aniacTMyeckon aHemuen, TPOMOOTUYECKON TPOMOOLMTONEHNYECKOW Nyprypon, rena-
PUH-UHAYLMPOBAHHOWN TPpOMbOLIMTONEHMEN, FeHeTUYeCKUMY 3aboNieBaHUAMMY, Bbi3blBa-
IOLWMK TPOMbOLMTONEHMIO, Hanpumep cuHapom bepHapa — Cynbe 1 pacctporictBamu,
cBsA3aHHbIMK ¢ MYHO [4].

OpfHa 13 ¢opm HacneacTBeHHONM TpombouuToneHun (HT) — TpomboLmToneHns, acco-
LUMUpOBaHHasA ¢ MyTauuen B reHe MYH9, kogupytowem CUHTE3 TAXKenon Lenn HemblLey-
Horo muo3uHa lIA. OHa obbeanHAeT rpynny 3aboneBaHuin: aHomanua Mea — XerrnuHa,
CUHZpoM SnuwTelHa, cmHapoMm QexTHepa, cmHapomM CebacTbsHa, KOTOpble XapaKTepu-
3YI0TCA M30/MPOBaHHOW TpoMbouuToneHmelr ¢ 60NbWNMK AW TUFAHTCKUMK dopmamu
TPOMOOLNTOB, NPOABAAIOTCA FeMoppParnyeckum CUHAPOMOM Pa3fIMYHON CTerneHn Bblpa-
YEHHOCTV 1 pa3BUTUEM HereMaToNiorMyecknx NPosBAEHUN B BUAe NOBbILEHHOIO prcKa
pa3BUTUA HENPOCEHCOPHOW TYroyxXoCTW, paHHel KaTapaKkTbl U Mporpeccupyiowen He-
¢dponatum [5].

Jpyrumu npryrHaMm CHUXeHNA TPOMOOLMTOB ABAAIOTCA: UCMOMIb30BaHVe HEKOTOPbIX
nekapcTs, numoonponndepaTnBHbie 3ab60neBaHUS, HAaNPUMEP, XPOHUYECKNIA nuMbonen-
K03, nuMmdboma XomKKuHa 1 apyrve numobombl, CMHAPOM MMMyHozeduLmTa, MHbeKLuK,
Hanpumep, BUY n CMAA, smupyc renatnta B, Bupyc renatuta C, umtomeranosupyc, BSb
N xenukobakTep nNunopwu, Apyrre ayToMMMyHHble 3aboneBaHUs, Hanpumep, CUCTeMHasn
KpacHas BONYaHKa, peBMaToOMAHbIA apTPUT U aHTUHOCHONMNUAHBIA CUHAPOM, CUHAPOM
JBaHca [6].

B uenom vactota UTI Konebnetca ot 2 fo 4 cnyyaes Ha 100 000 TbicAY HaceneHwus,
C ByMsA MMKamMu: oguH — B Bo3pacTe oT 20 Ao 30 neT ¢ He3HaunTeNbHbIM NpeobagaHnem
MeHCKOoro nona, BTopon — nocse 60 net npy paBHOM pacnpegeneHuu rno nony [7, 8].

Y HEKOTOPbIX B3POC/IbIX NaLMEHTOB HabnoaaeTca O4MH 3NU304 CHUXEHNA TpomboLm-
TOB, 32 KOTOPbIM ClleflyeT CMOHTaHHas PeMUCCUA, OQHAKO B OONbLUMHCTBE ClyyaeB pa3Bu-
BaeTcA XpoHuyeckasa UTIMy 80% navumeHTOB. Kak CNOHTaHHasA, Tak 1 BbI3BaHHasA JleyeHnem
PEMUCCUA MOXET HAaCTYNUTb B TEYEHNE HECKOJNIbKUX NET Nocsie YCTaHOB/IeHNA AMarHo3a
WK1 Havana Tepanum [9].
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Matodumsmnonorusa UTIM cnoxHa 1 Ao KOHLA He n3yyeHa. TpaguLUMOHHasA KOHLenuua co-
CTOUT B TOM, YTO TPOMOOLMTbI, MOKPbITbIE aHTUTENaMU, MPeXAeBPEMEHHO pPa3pyLLAOTCA.
Pa3spyLueHne nponcxoauT B ceneseHke, neyeHu nnm B 06orx opraHax nocpeacTBoM B3au-
mMopencTamA ¢ peuentopamu Fcy [10]. AyToaHTUTeNa TakXe MOryT MHOYLMPOBaTb onocpe-
[O0BaHHOE KOMIMJIEMEHTOM N AecuanpoBaHiem pa3pyLeHune Tpombouutos [11,12], a
TaKke MHrIMOMpPOBaTb MerakaproLuTbl, HapyLLlas MerakapmoLmTonoa3 u TpoméounTono-
33 [13]. Tak Kak aHTUTpoMboLMTapHble aHTUTENa He 06Hapy»uBatoTca, y 50% naymeHToB
BO3MOXHbI 11 afibTEPHATNBHbIE MEXaHW3Mbl pa3pyLieHna TpoMboumToB. OnncaHbl aHoMa-
nuun T-KneTokK, B ToM umncsie nepekoc T-xennepHbix (Th) KNeTok B CTOPOHY XesnepoB TUna
T1 (Th1) n xennepos Tuna T17 (Th17) [14], a TakXe CHUXKeHUE Yymcna n n3meHeHme GyHK-
uun T-perynatopHbix Knetok [11, 15], KoTopble MOryT 3anyCTUTb ay TOUMMYHHbI NpoLecc.
B HekoTOpbIX MccnegoBaHUAX rosoputca o BosnedeHnn CD8-knetok, KoTopble, 06Hapy-
XMB TpOMboLUTbI, BbigenaloT depmeHTbl (MepdopurHbI 1 FPaH3UMbI) U YHUUTOXAIOT MX 3a
CYeT Nn3nca u akTneaumm anonTosa [16].

Y nauymeHToB ¢ 6€CCUMMNTOMHBIM UK NIEFKUM TeYeHem 3aboneBaHUA pelleHmne O Ha-
yane Tepanuu cnegyet NPYHUMATb C yYeTOM PUCKa Pa3BUTKA OyayLLero KpoBoTeUeH A 1
NpegnoyTeHMI NALMEHTOB B BbIOOpE NeKapCcTBEHHOM GpopMmbl NpenapaTa. Kak 6bl To HK
6b1510, NPOrHO3MpOBaHUe pucka OyayLmMx KpoBoTeueHWin cpeam naumeHTos ¢ UTI asna-
eTcA TPYAHOBbINONHMON 3afavelt. Konnuyectso TpombouutoB meHee 20-30x10°/n yacTto
NCMNONb3yeTcA B KauecTBe KpUTepma AnA Hayana Tepanuu [17]. BmecTte ¢ TeM B NPUHATAN
peleHna o Tepanuy Tak»Ke AOMKHbI yUUTbIBaTbCA U Apyrue dakTopbl puUcKa, Bnvswowmne
Ha KpPOBOTEYEHME, TaKMe KaK MOXUI0oMN BO3pacT (cTapLue 65 neT), KpOBOTEYEHMA B aHaM-
He3e, OfHOBPeMEeHHOe MpPUYIMEHeHNe aHTUKOarynaHTOB U aHTMarperaHToB, Hannume co-
NYTCTBYIOLMNX COCTOAHWI, TaKMNX KaK MoYeyHasa HeJOCTaTOUYHOCTb, PUCK TPaBM B NOBCeA-
HeBHOW aeaTenbHocTy [1, 2].

JleyeHmne rnokokopTukocTepongammn (TKC) sBnaetca obLenpu3HaHHbIM B MUpe
CTaHZapTHOM MepBOW NMHUK Tepanun nauyueHToB ¢ UTI. O6bluHO ncnonb3yemble pe-
XUMbI TEPANUN BKNIOYAIOT KYPCOBble BBeleHUA BbICOKUX 103 leKkcaMeTa3oHa uiv 6onee
ANUTENbHbIN KypC NepopanbHOro npuema npefHn3onoHa B TeueHne 6 Hefenb B MaKCcu-
ManbHou fgo3e 1 Mr/Kr, Ho He 6onee 80 Mr/cyT c nocneaytoLle OTMEHON K 9-11 Hepene.
MegunkameHTO3HOe neyeHne nauneHToB ¢ T, y KOTOpbIX OTCYTCTBYeT nepBOHaYasb-
HbI oTBeT Ha KC nnu y KoTopbix HabnogaeTca Neproamnyeckoe CHIKEHNE KONMYecTBa
TpombouunToB nocne oTMmeHbl NKC, BKNOYAEeT arOHUCTbl TPOMOOMOSTUHOBBIX PeLenTo-
[POB — POMUMIOCTMM 1 3TPOMOOMNAr. INTpombonar HazHavyaloT B BUAE eXeQHEBHbIX Ta-
61eTOK C ANETUYECKMMU OFPAHNYEHUAMMU, TOFAA Kak POMUMAOCTUM BBOAAT eXXeHeaesb-
HO NOAKOXHO. Bbibop Mexxay ABYMA nNpenapaTtamy onpeaensaeTca npeanoyvTuTeIbHoN
dopmol BBeAEHMA U NpeanofiaraeMol NPUBEP>KEHHOCTbIO NaLMEHTOB K NPOBOAMMON
Tepanuun. MNepBoHayanbHbI OTBET Ha Tepanuio aroHUCTamMU peLenTopoB Tpombono-
3TVHa 06blYHO BO3HMKAET B TeueHne 1-2 Hepenb. [ocne goCcTMXeHna oTBeTa AaNlbHen-
Wwee neyveHne obblyHO TpebyeTca ana nogaepxaHua addekTa. XoTA peTpoCcneKkTuBHbIE
M NPOCMNEKTUBHbIE KOFOPTHbIE nccnegosaHna nokasanu, 4to ot 10 go 30% naumeHToB
B TEUYEHNEe MHOTMX MecALEeB UK NeT, NofyJyaloLwmne Tepanmio aroHMCTaM1 peLienTopoB
TPOMOOMO3TNHA, MOTYT NPEKPaTUTb NleveHre, 1 6oNie3Hb OCTaeTcA B CTaun PEMUCCIL,
OfHaKo B AanbHelLemM MOryT BO3HUKaTb No3gHune peungmsbl [18, 19].
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B LIEJTb NCCNEOQOBAHKA
OueHuTb 3$pPeKTUBHOCTb BTOPOW IMHUM TEPANNN aroHNCTa TPOMOOMO3TUHOBbLIX pe-
LenTOPOB POMUMIOCTMMA Y NALMEHTOB C UMMYHHOI TPOMOOLMTONEHNEN.

B MATEPWAJ1bl W METO/LbI

B I'bY3 MO MOHUWKW nm. M.®. Bnagumupckoro, B LieHTpe opdaHHbIx 3aboneBaHmii
MockoBckol obnactn (LIO3MO) noa HabnoaeHnem HaxoauTca okono 500 nauneHToB ¢
UMMYHHOW TpoMbOoLMTONEHWNEN.

B HacTosALee nccnegoBaHne BKAOYANNCh MY>KUMHbI U >KEHLMHBI C TEePBUYHON NMMYH-
HoW TpomboLUTONEHNYECKON Nyprnypoii nocse nepsoi nuHUn Tepanumn NKC.

B nccneposaHue BKtoueHbl 67 NaUMeHTOB, MPUHMMAIOLWMX NpenapaT POMUMNIOCTUM.
My>»uuH 6b1510 27, XeHwWwuH — 40, Bo3pacT oT 18 fo 85 neT, MegmaHa Bo3pacTa — 59 net.

MNauveHTam B nepByto NNHMIO Tepanun HasHavanu Tepanuio KC npegHnsonoH 1 mr/
Kr, HO He 6onee 80 Mr B TeUeHUe 6 Hefenb C NOCNeAYIOWMN CHUXEHNEM [03bl U OTMe-
HoW npenaparta K 9-1 Hegene. B KauecTBe racTponpoTekTopa NauneHTbl NPUHNMaNu ome-
npa3on no 20 Mr nepopanbHo yTpom 1 pa3 B AeHb 3a 30 MMHYT A0 efbl B TeUeHNe BCero
nepuopa NKC-tepanumun. YpoBeHb TPOMOOLUTOB OLEeHUBaNX 1 pa3 B Hedesno B TeueHue
Bcero nepuoga npmnema MNKC.

[lanee y nayneHTOB OLEHUBAJICA eXXEHEAENbHO YPOBEHb TPOMOOLIMTOB 1 MO MOKa3a-
HUAM K Tepanuu — nocneayioliee HazHaueHne aroHcTa TPOMOONO3TUHOBBIX PELIENTOPOB
pomunnoctuma 1 pas B Hefesnto B BUAE NOAKOKHON MHBEKL NN,

HauanbHana fjo3a npenapata coctaBnana 1 MKr/Kr akTuueckom Maccol B Hegento. Mpu
pacueTe 4O3bl POMUMAOCTMMA B Hauase fieyeHnsa MCNosib30Basca pacyeT OTHOCUTENBHO
Maccbl Tena. [py nocneayolen KoppeKkuumn o3y yBenmunBanu Ha 1 MKr B Heflesto, OCHO-
BbIBAsiCb VCK/IOUUTESIBHO Ha U3MEHEHUAX KONTMYeCTBa TPOMOOLTOB.

EXXeHepenbHy0 103y POMUMNIOCTMMA MOBbILANN € Warom 1 MKr/Kr Maccbl Tefla Ao Tex
nop, Noka KonmMyecTso TPomMOoLMTOB Y NaumeHTa He gocTumrano 50x10°%/n.

Mpwu konnyecTse TpoMOOUMTOB HUXKe 50X 10°/n yBeNnnUMBanu exxeHefenbHyo 03y Ha
1 MKr/kr. Mpun noBbiWweHUy TpomboLMTOB Bbilwe 200X10°%/n yMeHbLlann exxeHefenbHyio
[o3y Ha 1 mKr/kr. MNpu nosbllweHUn TpombounToB Bbilwe 400x10%/n He Ha3Havyanu npe-
napat v NPOAOIKANN eXeHeeNIbHO OLEHMBATb KONMYeCTBO TpomboLmToB. MNocne cHu-
XeHusa TpomboLMTOB HKe 200X 10%/1 NPOAOIKANN NleYeHne exkeHeaesIbHOW [O30W, CHU-
MEHHOM Ha 1 MKI/Kr.

Konuuectso TpoM60OLIMTOB OLIEHMBaNW exXeHeaesnbHO 10 Tex Nop, Noka He 6bl1o0 Ao-
CTUTHYTO cTabunbHoe KonnyecTso — 50%x10°/n, no KpalHel Mepe B TeueHue 4 Hepenb 6e3
KOoppeKLuumn fo3bl.

B manbHeliwem OLEeHVBanm KONM4eCcTBO TPOMOOLMTOB exemecsiuHo. He npeBbiwanu
MaKCUMarbHYI0 exXeHeaenbHyto f03y 10 MKI/KT.

Cratnctnueckana obpaboTka AaHHbIX NpoBogmnacb ¢ nomoubio Graphpad Prism 9.
3HauYMMOCTb PasnMunin 4O 1 NOCe Tepanuun oLeHNBanu NPy NomoLn Kputepma Bunkok-
coHa. CTaTncTmyeckm 3HaummbiMm cumTanu p<0,05. OueHmBanca ABYCTOPOHHNI YPOBEHb
3HauYMMOCTWU.

B PE3YJIbTATbl N OBCYXOEHUE
MepBbiM 3TanoM UCCeA0BaHNA Gbil NOACYET U3MEHEHUI YPOBHSA TPOMOOLUTOB Y BCEX
NauMeHToB A0 U Mocse Tepanuyi POMUNIOCTUMOM. MeanaHa ypoBHA TPOMGOLMUTOB [0
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Hayasna Tepanunn poMmMNIOCTUMOM cocTaBmna 20x10°%/n (Q25-Q75; 7-40x10°/n), p<0,0001
(tabn. 1). MegnaHa ypoBHA TPOMOOLMTOB Nocie Tepanuyi POMUMNIOCTMMOM COCTaBWa
128%x10°/n (Q25-Q75; 97-190%x10°%/n), p<0,0001 (Tabn. 1).

Konnuectso He OTBETMBLLMX NaLMEHTOB NOCse Tepanunmn poMMNIOCTMOM — YPOBEHb
TpombounToB HMXe 30x10%/n — 6bino 3 (4,48%).

YacToTa oTBeTa — ypoBeHb TpoMO0oUMTOB Bbilwe 30x10°%/n, HO HUXKe 100x10%/n - 15 na-
umeHToB (22,39%).

MonHbI OTBET Ha Tepanuto — TpombouuTbl 100x10°/n 1 Bbiwe — Habnoganca y 49 na-
umeHToB (73,13%) (Tabn. 2).

BTopbim 3Tanom nccnenoBaHus 66110 pasgeneHre nauMeHToB Ha Fpynnbl OTHOCKTESb-
HO MCXOJHOrO YPOoBHA TpoMboumToB nocrne Tepanuu NKC ¢ nogcyeTom MefmaHbl ypoBHA
TPOMOOLMTOB B yKa3aHHbIX rpynmnax.

MauneHTbl fO NeyeHKa BbiNK pa3geneHbl Ha 3 rPynMbl B 3aBUCMMOCTU OT YPOBHA TPOM-
6ounToB: 1-A rpynna — ypoBeHb TPOMOOLIMTOB Haxoawusca B ananasoHe ot 0 go 29x10°%/n;
2-a rpynna — ypoBeHb Tpombouutos ot 30 go 49x10°n; 3-a rpynna — ypoBeHb Tpombo-
LUMTOB [0 NpoBOAUMON Tepanmm 50-99x10°%/n (tabn. 3).

Ta6nuua 1

MepanaHa noBbilWeHNA YPOBHA TPOM6OLUTOB Y 67 NaLMEHTOB A0 1 NoC/1e Tepanumn poMUnIoCTUMOM
Table 1

Median increase in platelet levels in 67 patients before and after therapy Romiplostim

MeguaHa noBbilIeHUs YPOBHA TPOM6GOLMTOB
y 67 naLeHTOB Nocne Tepanuy pPOMUNAOCTL-
mom [Q25-Q75]

20x10°/n [7-40x10°/n] 128x10%/n [97-190x10%/n]

MeguaHa ypoBHsA Tpom60oLMTOB Yy 67 NaLNEHTOB
A0 Hayana Tepanuu pomunnoctumom [Q25-Q75]

MpumeyaHue: p<0,0001.

Ta6bnuua 2

YacToTa OTBETOB Ha Tepanuuy pOMUNIOCTUMOM

Table 2

Romiplostim treatment response rates
XapakTepucrtuka oTBeTa KonuuyecTBo naymneHToB MpoueHT oTBeTa
Het oTBeTa (TpomboLunTbl HVke 30x10°/n) 3 4,48%
OTBeT (TpomboLunThI Bbilwe 30x10°%/n) 15 22,39%
MonHbIN oTBET (TPOMOGOLUTHI Bbiwe 100x10°%/n) 49 73,13%

Ta6bnuuya 3

OueHKa ypoBHsA TPOM6GOLMTOB [0 Hayasa Tepanuy pPOMUNIOCTMMOM

Table 3

Assessment of platelet levels prior to initiation of Romiplostim therapy

MepuaHa ypoBHA TpoM60OLMTOB A0 Ha-

()
YpoBeHb Tpom6ouuToB | Konuuectso naymeHToB | % uana npuema sntpom6onara [Q25-Q75]

0-29x10%/n 38 56,72 | 9x10°n (4-18,25x10%n)
30-49x10%/n 19 28,356 | 37x10%n (30-46x10°/n)
50-99x10°/n 10 14,924 | 59x10°/n (52,75-62,25%x10%n)

MpumeyaHue: p<0,0001.
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Ta6bnuua 4
OLieHKa YpOBHSA TPOMGOLMTOB NoC/ie Tepanumu pOMUNIOCTUMOM
Table 4
Assessment of platelet levels after Romiplostim therapy
MepvaHa NoBbIlWEHNA YPOBHA
MepaunaHa ypoBHs TPOM6GOLMTOB A0
YpoBeHb Tpom6GoLTOB Tepanum pomunnocTumom (Q25; Q75) TpOoM6OLMTOB Nocne Tepannun
P P ! pomunnoctumom (Q25; Q75)
0-29x10°/n 9[4;18,25] 120 [82,75; 168]
30-49%x10°/n 37 [30; 46] 147 [76; 229]
50-99x10°/n 59[52,75; 62,25] 168 [132,3; 266,5]

MNpumeyaHme: p<0,0001.

o neyeHuns pomunnoctmom (tabn. 3):y 38 nauumeHnTos B 1- rpynne (56,72%) ypoBeHb
TpomMboLuToB Haxoawnca B AnanasoHe ot 0 1o 29x10°%/n, MeamnaHa ypoBHA TPOMOOLIMTOB —
9x10°%/n (Q25-Q75 4-18,25%10°n); y 19 nauyueHToB BO 2-i rpynne (28,356%) ypoBeHb
TPOMOOUUTOB Haxogunca B Anana3oHe oT 30 go 49x10°/n, meguaHa ypoBHA TPOMOO-
umToB — 37%x10%n (Q25-Q75 30-46x10°/n); y 10 naumeHToB B 3-1 rpynne (14,924%) ypo-
BEHb TPOMOOLMTOB Haxoauca B AgmanasoHe oT 50 o 99x10°/n, megnaHa ypoBHA TPOM-
60UNTOB [0 Havana Tepanuu anTpombonarom — 59x10°/n (Q25-Q75 52,75-62,25x%10°/n)
(p<0,0001).

TpeTbMM 3Tanom UCCNefoBaHUs Obifla OLEHKa M3MEHEHUs] YPOBHA TPOMOOLIMTOB Y
MauMeHTOB B YKa3aHHbIX Fpyrnnax OTHOCUTENIbHO YPOBHA TPOMOOLIMTOB Moc/e Tepanmu
POMUMNIOCTUMOM C MOACYETOM MeAMaHbl YPOBHA TPOMOOLMTOB.

MNocne neyeHnA y NaLMeHTOB yKa3aHHbIX FPyrnn OTMeYEHO MOBblLLEHKE YPOBHA TPOM-
6oUNTOB B CleayoLmX Anana3oHax (tabn. 4):

B 1-A rpynna - ypoBeHb TPOMOOLIMTOB Haxoauacsa B amanasoHe ot 0 go 29x10%n no-
CJle NPOBefEeHHOTO JleueHns, MefjMaHa NoBbIWEeHNsA YPOBHA TpombouunToB 120x10°/n;
(Q25-Q75 82,75-168x10°/n);

®  2-Arpynna - ypoBeHb TPOMOOLUTOB B flAaHHOW rpynne Haxoawunca B gmanasoHe ot 30
[0 49x10°%/n, MefmaHa NoBbILLEH WA YPOBHA TPOMOOLIMTOB NOC/Ee NPOBEAEHHOrO Neye-
HuA - 147x10°/n (Q25-Q75 76-229%x10°/n);

B 3-7 rpynna — ypoBeHb TPOMOOLMTOB O NpoBOAUMON Tepanuu konebancs ot 50 go
99x10°/n, MegnaHa NoBbIWEHNA YPOBHA TpoMbouunToB — 168%x10°%/n (Q25-Q75 132,3-
266,5x10°/n).

B ObCYXJIEHUE

TpoM60OMO3TMH yYacTBYeT B HECKOJIbKMX 3Tanax co3peBaHmsA TpoMOOLMTOB — OT CTBO-
JTIOBbIX KPOBETBOPHbBIX KJIETOK [0 PAa3BUTUA 3PefbiX MerakaprmoLumToB, BbICBOOOXAEHUS
TPOMOOUUTOB 1, KakK CNeacTBre, yBEMYEHUA UX KonnyecTsa. MNoBbllleHne KonnyecTsa
TPOMOOLNTOB CHUXKAET NOTPEOHOCTL B NEPENMBaHMM TPOMOOLUTOB 1 YMEHbLUIAET YacTo-
Ty KpoBOoTeueHun. Pommnnoctum ceasbiBaeTca 1 aktuempyet TPO-a Ha npefwecTBeHHU-
Kax MerakapuoumMToB, 3aMyCcKasa MHOXECTBEHHbIE KNeTOYHbIE CUrHanbHble MyTW, YTO NpU-
BOAUT K YCMIIEHMIO KNETOUYHOIO POCTa U »KN3HECMOCOBHOCTUN KNEeTOK, NPUBOAA K yBennye-
HUIO aKTMBALMM MErakapuourToB 1 NPOAYKLMM TPOMOOLINTOB.

B HacTosiee Bpema B MOCKOBCKOW 06nacTu fieuyeHre poMMUMIOCTUMOM MOJMyYatoT
67 NauneHTOB C UMMYHHOI TpombouwuToneHunen. icxoaa ns pesynstaTtoB Halwero Habnio-
LeHnA 1 oueHnBaa ero 3¢deKTUBHOCTb B peanbHOM KIMHUYECKOW MPaKTUKe, XO4eTcA
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06paTUTb BHMMaHMe Ha MOMHbIA OTBET Y KYNUPOBaHWe remopparnyeckmx nposBieHui
npv npumMeHeHnn npenapata y 49 nayneHToB - 73,12%, yactoTta otBeTa 'y 15 naunmeHTos —
22,39%, He oTBeTMBLUMX 3 NauuneHTa — 4,48% B BblleNprBeAEeHHbIX FPynnax, 4To nokasa-
1O BbICOKYI0 3$PEKTVBHOCTb POMUMIOCTUMA B HalleM UCCIefoBaHUN.

B 3AKJ/TIOYEHWE

Tepanvm POMUNMTIOCTUMOM MOKa3ana XOpOLLII/IVI pe3ynbraTt y nayneHToB C VIMMyHHOI7I
TpOM6OL|,I/ITOI'IeHVIEI7I. OnntenbHoe npuMmeHeHne npenapata He yBeNMn4YMBae€T 4acCToTy
Pa3BnUTUA No6OYHbIX 3¢¢eKTOB. Pomunnnoctum moxet NPUMEHATbCA Yy NaUuMeHTOB C M-
MyHHOIZ TpOM6OLI,VITOI'I€HI/IeIZ, He BbI3blBaA TOKCMYHOCTU, N BEAET K yyylleHNI0 KaveCTBa
MU3HWN.
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