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Pesiome

NmmyHHasa TpomboumToneHus (UTM) - sTo ayToummyHHoe 3aboneBaHue, XxapakTepusyto-
Leecs 3HAUUTENIbHBIM CHUXKEHWEM KONMYeCTBa TPOMOOLUTOB BCNIEACTBME UX pa3pyLue-
HMA 1 HapyLweHWiA TpombounTonossa. Hanbonee TMNMYHbIMM MexaHU3MaMm GopmMrpPoBa-
HMA KNMHYecKon KapTuHbl T aBnaoTca ancdyHKUMA NepBMUYHOro reMocTtasa 1 notepa
WMMYHHOW TONIePaHTHOCTU KakK K TpoMbourTam, Tak 1 K aHTreHaM MerakapmoumnToB. JTa
HeoJHOPOAHOCTb B MONYNALUMM MAaLMEHTOB 1 XapaKTepucTuKkax 3aTpyaHaAeT AnA KINHU-
LMcToB BbIGOP nogxofALwlero TepaneBTMYeckoro pexunma. CnefoBaTenbHO, KU3HEHHO
BaXXHO MOHUMaTb NaToNOrMyeckre MexaHn3mbl, exkallme B ocCHoBe 3aboneBaHus, 1 yuu-
TbiIBaTb pa3nunyHble $pakTopbl, BKOYaa BO3pacT NauneHTa, ypoBeHb TPOMOOLMTOB, CO-
nyTCTBYIOLWME 3aboneBaHnA 1 NpeAnoYTeHNA NaLMeHTa, Npexae YeM HaunHaTb Tepanuio.
B 3Tom 0630pe cymMUpYtoTCA NocnegHme JOCTUXKeHnA B natodusmonorun AT n gaetca
BCECTOPOHHWI 0630p TEKYLUMX TEpaneBTUUECKMX CTPATENIA, @ TakXKe NOoTEHUMaNbHbIX Oy-
Aywmx npenapatos AndA neveHna UTT.

KnioueBble cnoBa: MMMyHHasa TpomboLMTONEeHUA, TPOMOOLUTLI, UIMMYHHaa TONepPaHT-
HOCTb, MerakapmoLuTOno33, eYeHmne, aroHUCTbl TPOMOOMO3TUHOBBIX PELENTOPOB
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Abstract

Immune thrombocytopenia (ITP) is an autoimmune disease characterized by a significant
decrease in the number of platelets due to their destruction and thrombocytopoiesis
disorders. The most frequent characteristics include dysfunction in primary haemostasis
and loss of immune tolerance towards platelet as well as megakaryocyte antigens. This
heterogeneity in patient population and characteristics make it challenging for the
clinicians to choose appropriate therapeutic regimen. Therefore, it is vital to understand
the pathomechanisms behind the disease and to consider various factors including
patient age, platelet count levels, co-morbidities and patient preferences before initiating
therapy. This review summarizes recent developments in the pathophysiology of ITP and
provides a comprehensive overview of current therapeutic strategies as well as potential
future drugs for the management of ITP.

Keywords: immune thrombocytopenia, platelets, immune tolerance, megakaryocytes,
ITP treatment, thrombopoietin-receptor agonists

NmmyHHaa TpomboumToneHus (UTM) npegctaBnaeT cobomn CIIOXKHOE U pefKoe ayTo-
UMMYHHOe 3aboneBaHVe KPOBY, ONOCPEAOBaHHOE aHTUTPOMOOLIMTAPHBIMUK ayTOaHTHTe-
namMu 1 aHTUreH-cneundryecknmn T-KneTkamu, KOTopble MM60 pa3pyLialT TPOMOOLUTbI
B nepudepnyeckon KpoBK, B CeNIe3eHKe U neuveHur, NMH0 HAPYLLAT MX NPOAYKLMIO B
KOCTHOM MO3re, YTO MPUBOAUT K CHUPKEHMIO TPOMOOLIMTOB 11 MOTEHLMANIbHOMY MOBbILIEH-
HOMY pUCKY KpoBoTeueHui. UTI moxeT BbiTb NepBMYHbIM COCTOAHWEM MPY OTCYTCTBUM
LPYrnX OCHOBHbIX MPUYMH/HAPYLIEHUA U MOXET 6biTb BTOPUYHBIM, CBA3AHHbLIM WA Bbl-
3BaHHbIM APYrIMK NaTONOMMYECKUMIM NpoLeccaMmu, TakUMK Kak MHPeKLUs, ayTOUMMYH-
Hoe 3aboneBaHVe, MePBUYHDBIN UMMYyHOAEDULIUT, 3I0KaYeCTBEHHOEe HOBOOOpa3oBaHve 1
T.N. B uenom 80% cnyyaes UTI cuntaloTca nepBUYHbIMUK, BCleACTBUE HAapYLIEeHA UMMYH-
HOW TONEPAHTHOCTY, BeAyLero K ayToMMMyHHOMY MPOLIeCCy, BK/OYaloLWeMy Kak BPOX-
JAEHHbIN, TaK U aJanTUBHbI UMMYHHbI OTBET.

ExxerogHasa 3abonesaemocTb getei UTIM coctasnseT 1,9-6,4 Ha 100 000 geTckoro Ha-
cenenun [1]. Yawe Bcero 3aboneBaHme y HUX CKOPOTEUHO Y MOXET Pa3peLlmnTbca CroH-
TaHHO, B OT/IMUME OT B3pOCsbIx [2], HO nouTtn y 40% AeTein 3aboneBaHme NPUHUMAET XPO-
HuYeckoe TeyeHune. C TOUKM 3peHUA KIMHUYECKOW KapTKHbI, OTBETA Ha JSiIeUeHNe, YacToTbl
N OUTENBHOCTU PEMUCCUN NefuaTpuyeckaa nonynauma naymeHtoB ¢ UTI KpaiHe He-
opHopogaHa [3].
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HecmoTpsa Ha noutn 300-NeTHIO UCTOPUIO, TOUHbIE MEXaHWU3MbI, NieXKalyme B OCHO-
BE VIMMYHHOIO OTBeTa X03AMHa, HanpaBNeHHOro NPOTUB COBCTBEHHbIX TPOMOOLIMTOB U
npusogsawero K UTT1, Bce ewe He fo KoHUa noHATHbI. C asHBapAa 2019 roga no HacToAwee
Bpemsa no natodpusmonorum UTIM onybnnkosaHo okono 50 paboT, uto cBMAETENbCTBYET
O CIOXKHOCTW, MHOFOTPAHHOCTU 1 HEOAHO3HAYHOCTY NAaTodM3NONOrUN 3TOro 3aboseBa-
HUA. ctopryeckne skCcnepuMeHTbl, NpoBefeHHble XappPMHITOHOM U XOONSIMHICBOPTOM
8 1950 rogly, u nocnegyoLme nccnefoBaHya NOATBEPANIN UMMYHONOMMYECKY0 NPUpoay
3aboneBaHus.

WHTerpaTnBHbIN B3rnAg Ha natoreHes UTI npeactaBneH Ha pUCYHKe.

B HacToslee Bpems fOKa3aHO, YTO OrpaHNYEHHbIe KJIOHbl B-KneTok BbipabaTbiBaloT
aHTUTENa K OrPaHMYEHHOMY aHTUIeHHOMY penepTyapy — B OCHOBHOM K anutonam GPllb/
Illa (peuenTtop PubpuHoreHa), GPIb-IX (pakTop Bunnebpanpa). OncoHmsauma aHTUTEN K
rnukonpotenaam GPlIb/llla npnBogut K darouutosy TpomboLmToB Makpodaramu cene-
3eHKW NoCpeacTBOM B3anMMOLENCTBMA ¢ raMma-perentopamu Fc (FcyR) n peuentopamn
KomnnemeHTa. BaxkHyto ponb B curHanbHom nytu IgG/FcyR nrpaeT TuposnHkuHasa cene-
3eHKM (Syk), npepctaBnsiowas coboi LMTO30/bHYI0 HEPELIENTOPHYIO NMPOTEUHTUPO3H-
KnHasy (PTK), koTopasa akcnpeccupyeTtca B B-kneTtkax, MOHoLMTax, Makpodarax, Ty4HbIX
KneTKax v HeTpodunax.

AKTMBaLMA KNacCMyYeckoro Nyt KOMMJIEMeHTa y4acTBYyeT B ONCOHU3auum Tpombouu-
TOB, @ TAKXe B 1X rnbenu 3a cyeT KOMMIEMEHT3aBUCUMOWN LIMTOTOKCUYHOCTH [4].

PaspyLueHue TpomboLMTOB onocpeayeTca 1 He3aBUCUMbIM OT FcyR nyTem, BKtoyato-
LWUM AecranmpoBaHme TPOMOOLMTOB, KOTOPOE CMOCOOCTBYET MX CBA3bIBAHMIO C peLen-
Topom dweenna - Mopenna n KnupeHcy B neyeHn. Ha mMbIlMHOM Mogenn NokKasaHo, Yto
ayTopeakTuBHble aHTUTena npotus GPlb nyTtem pekpyTupoBaHuA HelpamuHMAaasbl-1 Ha
MeMbpaHe TPOMOOLIMTOB 3anycKaloT flecMannpoBaHue TpoMmooumToB. [lecnanmpoBaHHble
TpoMboLMTLI pacno3HaloTca pelentopamu Jweenna — Mopenna renatounTos, YTo Npu-
BOAUT K UX YAaNIEHMIO U3 KPOBOTOKaA 1 BbIpaboTke TpombonoatuHa (TM0), ocHoBHOro dak-
Topa NpoayKuuy TPOMOOLUUTOB MerakaprouutTamu. bbiio NokKasaHo, YTo ocenbTaMuBmMp,
WHIMOWTOP HelpamnHuaasbl-1, yMeHbLIaeT TpomboumToMNeHno B 3Tol mogenu [5]. Ho 'y
nofen AUXOTOMUN MeXAY MexaHn3mamu fencteua aHTu-GPIb/IX n antn-GPIIb/llla aHTn-
Tes, BepPOATHO, HeT. [lokazaHo, uto aHTK-GPIlIb/llla aHTMTena TakKe Bbi3blBalOT AeCUannpo-
BaHMe TPOMOOUMTOB Y ftofel No mexaHU3Mmy, TpebyioLlemMy NepekpecTHOro CBA3bIBaHNUA
¢ FcyRIIA TpoM6oOUMTOB, KOTOPLIN He 3KCNpeccnpyeTca y Mbllweid. CIOXHOCTb ycyryons-
eTcA Tem, YTO JecrannpoBaHre, OnocpeoBaHHOE aHTUTElaMK, MOXKET BO3AEeACTBOBaTb
Ha MerakapuouuTbl I CHUXaTb 06pa3oBaHmMe NPOTPOMOOLUTOB, MPUYEM 3TO HapyLIeHUe
ycTpaHsaeTca cnanvpason [5]. B uenom gecnanmposaHune, No-BUAUMOMY, y4acTBYeT KakK B
paspyLieHnn, Tak U B NpoayKL1n TPOMOOLUTOB 1 B3aMOCBA3aHO € 6onee HU3KNM Konu-
4ecTBOM TPOMOOLUTOB 1 pedPaKTEPHOCTbIO K 0ObIUHBbIM MeTofaM neveHus [5-7]. MoryT
NN VHIMGUTOPBI C1Manmpasbl NPeAcTaBiATb UHTEPEC B KauecTBe LOMONHUTENIbHOW Tepa-
nuu, ewe NPeacTouT NOATBEPAUTD.

AyTOMMMYHHbI OTBET pa3BMBaAETCA N B KOCTHOM MO3re C y4YacTMeM MerakaproLuunTos,
3KCNpeCccHpyoWnX MUKONPOTENADI, aHaIorMyHble TPOMOOLIMTapHbIM, U pacno3HaBae-
MbIX aHTUTpoMOOLMTapHbIMX aHTUTeNamu. Bcnencteue aToro merakapuoumTbl nofsep-
ratoTcA KOMMaeMeHT3aBNCMMOMY LMTONU3Y 1 GparoumTosy Makpodaramu, sKCrpeccrpyto-
wmmm ramma-peuentop Fc (FcyR) [8]. AHTUTena moryT Bbi3biBaTb anomnTo3 Merakapuouu-
TOB 3a cueT akTmBauuu P13 K/Act [8]. B pononHeHme K atomy aHTn GPIIb/Illa u aHTn GPIb-IX
aHTUTENA CHUXKAIOT MPOAYKLMIO M CO3peBaHMEe MErakapoLToB.
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B HacToAwWee Bpema nNpur3HaHo, uto VTl ABnaeTca npenmyLLecTBeHHO «3aboneBaHnem
T-numooumnTos». Ponb CD4+ numdoumTos (T-xennepos, Th) B passutun LTI 6bina n3sect-
Ha B TeueHne MHorux net. OHK pacno3HaloT COOTBETCTBYOLME NENTUAHbIE aHTUIEHbl Ha
aHTUreHnNpe3eHTUPYIOLWNX KneTKax: AeHapuTHbIX (JK), makpodarax, B-knetkax, Tpom60-
uuTax, MerakapumoumTtax. AHTUreHnpe3eHTMpPYyLWaa cCNocobHOCTb Makpodaros nepsBuy-
HOro 3BeHa, OTBETCTBEHHOrO 3a pa3pyLleHne TPOMOOLIMTOB, yBeNNYMBAETCA BCieACTBUE
MX aKTBaLMM BOCMaNUTENIbHbIMW LIUTOKMHaMU. Bo3HMKaeT cutyaums, Korga makpodaru
He TONbKO Pa3pyLLaloT ONCOHU3UPOBaHHbIE aHTUTENaMM TPOMOOLMTBI, HO 1 NpefCcTaBnA-
l0T ayToaHTUreHbl TPOMOOLMTOB ayTopeaKTNBHbIM T-xennepHbim (Th) numbounTtam.

OK npu UTM ctumynupyioT nponudepauuio ayTopeakTUBHbIX T-KNeTok BCieacTaume
CHUXKEHMA Yncna nnasmountonaHblx K v cHkeHns nHtepdepora-1 [9].

Kak 1 npu 6onblumHCTBE ayTOMMMYHHbIX 3aboneBaHuii, y nauneHTos ¢ VTl BbiAaBneH
ancbanaHc mexgy NpoBOCNaNUTENIbHbIM 1 NPOTUBOBOCMANMUTENbHBIM OTBETOM C MONA-
pusauuen Th B ctopoHy Th1 [11] n Th17 [10, 11], uTo CBA3aHO C KONMYECTBEHHBIM UK
byHKUMoHanbHbIM [12] geduuntom perynatopHbix T-knetok (Treg). OToT geduumnt Treg
cnoco6cTByeT NnogaepKaHnio ayTOMMMYHHOIO NPOoLecca, Tak Kak NPUBOANT K akTMBaLum
B-numdounToB 1 nosbilleHHOMY ob6pa3oBaHuio aHTUTen. Konnuectso Treg yBennumsaet-
CA B OTBET Ha Tepanuio putykcmmabom [13] unu gekcameTazoHoM [14]. TOUHO TaK »Ke oTBeT
Ha puTYKcMMab cBA3aH ¢ pesepcmpoBaHmemM nonapusaumm Th1 [15].

Ponb untotokcnueckux T-numeoumtos (CD8+) 1 Ux cnocobHOCTb NU3NPOBATL TPOM-
6ounTbl Npu UTM 6bina yctaHoBneHa B Havane 2000-x rogos [16]. YBennueHne konvye-
ctBa CD8+ nMmdouNTOB BbIABIEHO Y NaLMEHTOB, KOTOPbIE HE pearnpytoT Ha Tepanuio pu-
TYKCUMaboMm, YTO CBMAETENbCTBYET O T-KNeToYHO-0nocpeoBaHHOM, a He 0 B-kneTouHo-
onocpeoBaHHOM Y HUX 3abonesaHuu [17].

MNomnmo nepudepmnyeckoro paspyweHus TpombounTtos, CD8+ numbounTtbl Heno-
CpenCcTBEHHO BAMAIOT M Ha MerakapuoLumTbl, Bbi3biBas MX pa3pyLUeHue, YTo NOATBepKAaa-
eTca 6osee BbICOKMM peKpyTrpoBaHnem CD+ KNeTok B KOCTHOM Mo3re, 06yCnoBieHHbIM
XeMOKMHOM paKTankuHoMm, Kotopbii cBasbiBaeTca ¢ CX3CR1, skcnpeccnpyembiM LMTO-
TOKCMYECKNMU KNleTKaMMU.

Y nayueHtos ¢ UTIM ypoBHM TINO He COOTBETCTBYIOT BblparkeHHOCTU TpomboLmTone-
HUW, YTO, B NpMHLMNE, 0bycnioBneHo ero dusnonoruyeckon perynaumen. TMO akTusupy-
eT MerakapvoLumTbl NyTem cBA3biBaHWA ¢ peuentopom TMNO (cMpl), KoTopbI Takxe 3KC-
npeccupyetca n Tpomboumtamu [18]. Mpu UTIM nyn TpombouMTOB, NONajalLLmnX B KPo-
BOTOK, YBEJINYEH, UTO NO3BOJAET CBA3bIBATb Honbluee Konuuyectso TMO c TpombouuTamu,
KOTopble BNOCNeACTBUN ObICTPO pa3pyluatoTca. ITo NpuBoanT K 6oee HU3KMM KOHLeH-
Tpaumam TMO y nayneHToB ¢ UTT no cpaBHeHUIO € NauMeHTaMm C aHanorMYHbIM Kosnye-
CTBOM TPOMOOLUTOB, CTpafaloLwumy annacTmyeckon aHemuei. Noatomy nauymneHTbl ¢ UTI
ABNAIOTCA KaHAWAAaTaMu1 1A NleYeHna aroHncTamm TpomOoNno3TUHOBbIX PELIENTOPOB.

3HaHme naTtoreHe3a /Tl AaBnsAeTca KnoYOM K pa3paboTKe HOBbIX U LieneHanpasneH-
HbIX METO[OB NleYeH M.

Tekywme meTtogbl neyeHnsa UTI BMecTe C HOBbIMU, HEJABHO NNLEH3MPOBAHHbLIMU U
HaxoAALWMMUNCA Ha CTaaun n3yyeHns, 06o6LeHbl B Tabn. 1.

3a nocnegHvie NATb neT ony6/MKOBaHbl OCHOBHbIE PervoHanbHble U MeXAyHapoa-
Hble PyKOBOJCTBa C OOHOBMIEHHbIMW PEKOMEHAAUMNAMU MO MeHeKmeHTy UTI y peteli n
B3pocnbix [19-21]:
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Ta6nuua 1
CoBpemeHHble N HoBble MeTofbl neuenunsa UTM
Table 1
Modern and new methods of treatment of ITP
. JlekapcTBeHHOe Cragusa
Tepanusa Llenb / mexaHn3m pencTBuA
cpencTBo paspaboTku
LLinpokoe pencTBue Ha UMMYHHble KneT- | [pefHN3010H, Me-
Crepougbl Kun (Makpodaru, T- u B-knetku), orpaHn- | TUANPEAHN30/IOH, JInueHsnposaH
yMBalwLLee pa3pyLlueHrie TPOMOOUNTOB | AeKcameTa3oH
CrnoXxHoe MHOrorpaHHoe Bo3feincTame
Ha MMYHHYIO CUCTEMY: CHUXEeHNe
eCTPYKLUMM TPOMOOLIMTOB 3a CYeT
MpenapaTtbl UMMy- AeCTPyKY P u
6nokagbl Fc-penenTopos, HopManm3a-
HornobynvHa ana o .
umA T- n B-KNeTouHbIX B3aMOAeNCcTBUNA, JInyeHsmpoBsaH
BHYTPUBEHHOTO
BBEACHUA Mozynauma coctasa B-numdpoumntos,
yrHeTeHNe akTUBHOCTU KOMMIeMEHTa,
NANOTUNNYECKOE YrHeTeHMe NaTonoru-
YecKux aHTuTen
AroHWCTbI TPOM6GOMO- Pomunnoctum,
YBenmumsaioT NpoayKLmio Tpombo-
STVMHOBbIX peLenTo- ToB anbTpombonar, JInueHsmpoBaH
pos aBaTpombonar
A3aTmonpuH,
Mcnonb3oBaHne
MUKodeHonat _
odd-neinbn (He no
MmmyHocynpeccua WHrnbutopsl T- n B-knetok modetun,
NpAMOMY Ha3Haue-
unknodochammg, Hitio)
BUHKPUCTUH
YmeHblueHre pa3pylueHns Tpombouu-
JInueHsmposaH
Syk-uHrnéutopsl TOB 3a CYET UHIMOUPOBaHUA paroumnTo- | DocTamaTMHNG & CLLA v EC
3a Mmakpodaramu
YmeHblueHre pa3pyLlueHnsa Tpombouu- Oasalll
BTK-MHrméutopsbl TOB 3a CYET MHIMOUpOoBaHUA paroynTo- | PunsaepyTnHNG
P P $aroy 24 NCT04562766
3a Makpodaramu
FcRN-6110KaTo YBenvueHue KnvmpeHca aHTuTpomboLum- PO3aHONMKCU3YMA6 Qaszalll
P TapHbIX aHTUTeN 4 NCT00718692
WHrnbntopbl Helpa- | CHUXEeHMe AecnanvpoBaHnsa Tpombo- Qaszall
O3enbtramunsmp
MWHUWAA3bI LMTOB NCT01965626
C15-MHr6UTO CHWKeHNe KOMMIEMEHT3aBUCUMON CyTamnnma6 ®a3za ll
P UNTOTOKCUYHOCTMN Y NCT04669600
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pabouasa rpynna eBponencknx remaTtonornyeckux obuwiects fepmaHumn, ABctpun u
LlBeruaprn obHoBUNA cBOM pyKoBoaAwMe npuHUmnbl B 2018 rogy Ha OCHOBe BCex
nyénukauun no UTM y B3pocnbix n getein o Hoabpa 2017 r. [19];

Ha OCHOBe KpUTMYeCKoro aHanmusa nybnukauuin fo niona 2018 roga paboyas rpynna B
cocTaBe 22 BeflyLUMX MUPOBbIX 3KCMepToB B obnactu UTI pa3pabotana n onybnuko-
Bana B 2019 rofly HoBble OOHOBJIEHHbIE MeXXAYHaPOHble pEKOMEHAALMUM NO AnarHo-
cTuke n neveHnto UTMy B3pocnbix n geten [10];

AmepukaHckoe obuiectBo rematonoros (ASH) onybnukoBano o6HoBneHVe pykoBoas-
wmx npuHumnos 2011 r. ana UTM, cocToswee ns 21 pekomeHaaumm, KotTopble 6binn
NoAroToBMEHbl MYyNbTUANCLUMNIMHAPHOW rpynnon 13 17 sKCnepToB Ha OCHOBE aHanu-
3a ony6nnKoBaHHbIX AaHHbIX o MadA 2017 roga [21].
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MoHUMaHMWe Toro, Kak NPUMEHATb 3TV PYKOBOACTBA Ha NPaKTUKe, ABNAETCA npobie-
MOV, C KOTOPOW CTAsNKMBAOTCA BCE Bpauun. Kak oTMeUaeTca B CaMmX PYKOBOACTBAX, BaXKHO
OCO3HaBaTb, UTO MEXAYHAPOAHbIE PEKOMEHZALMUN HE NPeAHA3HAYeHbl Y HE MOTYT ObITb
WCTONKOBaHbl KaK CTaHZApT OKa3aHWA MeAWULMHCKON Momoln. KIMHULMCTBI JOMXHbI
NPVHUMATb PeLleHnsA Ha OCHOBE KIMHMYECKMX AaHHbIX KaXAoro OoTAeNIbHOro nauueHTa.
PelwieHna mMoryT ObiTb OFpaHWUYEHbl peasiMsaMU KOHKPETHOTO KIWMHUUYECKOro yupexie-
HVA 1 MECTHBIMU pecypcamu, BKtoYas, MOMUMO MPOYEro, MOSIMTUKY YUpexaeHus, Bpe-
MEHHbIE OrpaHUYEHNA WU JOCTYMHOCTL NledeHns [21]. MexxgyHapoaHble pykoBogslme
NPVIHUMMBI HE MOTYT ObITb B MOJIHOW MEpe COBEPLUEHHBIMU U3-3a peakocTn UTI, Hepo-
CTAaTOYHOCTW CPABHUTENbHBIX AAHHbIX U OTCYTCTBUA HOBbIX AaHHbIX A1 CTapblX METOLOB
Tepanuu. MoMUMOo 3TOro, MHOrMe peKOMeHJaLNN «OCHOBaHbI Ha OYeHb HU3KOW YBEpEeH-
HOCTM B cBUAETENbCTBE 3dPeKTUBHOCTM» [20, 21].

OcHOBHbI€e NPUHUUNbI MeHemKMeHTa UTM y peten
1. OmnarHoctuka. UTIN cnepgyeT AMarHoCcTMpoBaTh TONbKO B TOM C/lyyae, eC/iv KOnmyecTBo

TPOMOOLMNTOB HEOAHOKPATHO Hupke 100%10%/n. MNpu nepBUYHOM BbIABIEHUW TPOMOO-

uuToneHnn obAsaTeNbHO NcCNefoBaHe Ma3ka KpoBu. BbiaBneHne n3onvpoBaHHON

TPOMOOLUTONEHNM NPY HANUUYNK HOPMabHbIX NapamMeTpoB NENKOLMTOB U 3pUTPO-

unToB 0ObIYHO AOCTATOUHO ANA NepBOHavanbHoOro AnarHo3a. CreneHb JanbHemnlwero

[AMnarHoctuyeckoro obcnegoBaHUA 3aBUCKT OT TAXKECTU U TedeHua 6onesHw. Mpu cTon-

Kon UTI obsasaTenbHO UCKNUnUTb BTOprYHyto UTI (nepBryHble uMmyHOoaebULNTDI,

BWY, cnctemHble 3aboneBaHnA coeMHUTENbHON TKaHW, ayTOMMMYyHHble 3abonesa-

HUA, BPOXKAEHHblE U NprobpeTeHHble 3aboneBaHnsa, 0ByCNIOBNEHHbIE KOCTHOMO3IO-

BOW HE[OCTaTOUYHOCTbIO, BUPYCHbIe UHEKUNN U T. A.).

2. Uenb tepanun. MpegynpexpeHne prcka remopparmyecknx OCNOKHeHU nyTem no-
BbILLIEHMA YMcia TpombouuToB Ao 6e30MacHOro YpoBHA C UCMONb30BaHWEM MUHW-
MaJlbHO TOKCUYECKMX METOOB, T. €. leueHne AOMKHO OblTb MHAMBUAYANN3MPOBaHO
[J1A KOHKPETHOro nauuneHTa, JOMKHO ObiTb JOCTaTOUYHbIM, YTOObI NPefoTBPaTUTL TA-
Xesoe KpoBOTeUYeHUe, HO B TO Xe Bpems ObiTb MUHUMAsbHLIM Y CNOCOOHBIM ONTUMK-
3MpPOBaTb KayeCTBO XKM3HW, CBA3AHHOE CO 30POBbEM.

PeweHve o Hauyane neyeHna cnegyet NPUHUMAaTb, OCHOBbLIBAACb HE TONbKO Ha CKNOH-
HOCTU K KPOBOTEUEHUIO 1 KONnyecTBe TpombounToB. iHauBmayanbHble dakTopbl (BO3-
pacT nauueHTa 1 conyTcTayioLime 3abonesaHnsa, pUCK NONyYeHns TPaBMbl, FPaMOTHOCTb
poauTene U caMoro naumeHTa B OTHOLUEHWMW 3[0POBbA, NCUXOocouranbHble GakTopbl,
TepputopuanbHaa JOCTYNHOCTb amOynaTopHOM 1 CTaLMOHapHOW MeAULNHCKON NMOMO-
M) TaKXe HaJo NPUHMMaTb BO BHUMaHMe.

3. MMokasaHua K rocnutanusaumn. Pykosogaime npuHumnbl ASH 2019 noggep»kusatoT
ambynaTopHoe neyeHne getert C 6eCCUMNTOMHbBIM TeYEHMEM WM FeMOoppParnyecKknm
cuHgpomom 0-1-1 cTeneHU He3aBUCMMO OT KonmyecTBa Tpombouutos. CraumoHap-
Hoe neyeHre HeOOXOAUMO ETAM C KPOBOTEUEHNEM U3 CIN3UCTbIX 060NI0UEK 1 C pUc-
KOM pa3BuTusA 6onee cepbe3HbIX NN ONACHbIX ANA XN3HN KPOBOTEUEHUI.
locnuTannsauma nokasaHa nauMeHTam JeTCKOro Bo3pacTta Npu Hannumm pucka pas-

BUTUA CEPbEe3HbIX UM OMACHbIX ANA XN3HW KPOBOTEUEHN, NPY OTAANEeHHOCTN NPOXKBa-

HMA 1 OTCYTCTBMU FapaHTUUN NOC/eAYIOLEro exxefjHeBHOro HabnoaeHna 10 AOCTVXeHNA

reMocTaTMyecKoro YpoBHa TPOMOOLMTOB, MPY HanUuMm coumanbHbix Npobnem, npu rs-

MeHeHUN NoBeAeHNA, NP COMHEHUN B AMarHose.
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4. Tepanuei nepeoW AVHWW y NaLMEHTOB JETCKOro BO3pacTa ABAAIOTCA MIOKOKOPTU-
KocTepouAbl 1 npenapaTtbl MUMMYyHOrNobynnHa Ana BHYTPMBEHHOrO BBedeHUA. Pe-
XNMbI FIOKOKOPTUKOCTEPOUAHOW Tepanun pasfinyHbl U 3aBUCAT OT NpPeanoUYTEHNIA
Bpaya. OTCYTCTBYIOT PaHAOMU3NPOBAHHbIE NPOCMNEKTUBHbIE KINHNYECKNe nccneno-
BaHMA MO NPenMyLLecTBY Kakoro-nmbo pexkuma. TeHaeHUuA MexayHapoaHOM NpaKkTu-
KM — KOPOTKME KypCbl MIIOKOKOpTUKocTepongos [20, 21].

CoBpeMeHHasn TaKTWKa B OTHOLIEHUW [03bl MMMyHOrnoOynnHa Ana BHYTPUBEHHOIO
BBedeHuA — 1 I/Kr ogHOKpPaTHO, Npu HeobXxoANMOCTM NOBTOpeHMe [03bl. Pexum BBege-
HUA 0,4 r/Kr/CyTKn B TeyeHne 5 aHel, yKa3aHHbIA BO MHOTUX MHCTPYKLMAX MO NpUMeHe-
HUIO NpenapaToB MMMYHOTNOBYNNHA, TOXKE UMEET NPaBO Ha »KU3Hb. [py Takom pexume
pexe BO3HMKaIoT NoboYHbIe ABNEHMA, 0iHAaKO 3ddeKT HacTynaeT paHblue Npy NpUMeHe-
HUW BONbLUKX 03.

5. BTopas nuHuA Tepanuu BKOYaeT NpUMeHeHNe aroHMCTOB TPOMOONO3TUHOBLIX pe-
LLenTopoB, pUTYKCMMaba 1 CieHIKTOMUIO. ATOHUCTbI TPOMOOMOSTUHOBBIX PeLenTo-
POB AOMKHbI NPUMEHATLCA Y AeTel [0 NPUMEHEHNA PUTYKCMMaba 1 CnaeHsKToMuK,
a puTyKcumab — go cnneHsktomum [20, 21].

B Pecny6nuke benapycb Ha cerofHALWHUA AeHb 3aperncTpupoBaHbl ABa Mpenapa-
Ta aroHWCTOB TPOMOOMOSTMHOBLIX PeLenTopoB. VX XapakTepucTMka npeacraBneHa B
Tabn. 2.

B paHZOMU3MpPOBaHHbIX Mnauebo-KOHTPONMpPYeMbIX UCCNEA0BAHUAX KaXaoro 13 3TUx
areHToB y 70-95% nauuneHToB ¢ XpoHuueckon LTI, y KoTopbix 6bina HeaddekTrBHa Tepa-
nua 1-n NINHKXX, NOBbILIANCA YPOBEHb TPOMOOLIMTOB B TeueHue 1-2 Hepenb, a 'y 40-60% —
COXPaHANCA NPy NOCTOAHHOM NleyeHnmn. PeTpocneKTUBHbIE M MPOCNEKTMBHbIE KOTOPTHbIE

Ta6bnuua 2
XapakTepucTuKka npenapaTtoB aroHNCTOB TPOMGONO3TUHOBbIX PeLenTopoB
Table 2
Characteristics of thrombopoietin receptor agonist drugs
MpusHak SnbTpombonar Pomunnoctum
CTpyKTypa ManeHbkana monekyna MNenTng
TpaHcmeMb6paHHbIiA 1 loKcTameMbpaH- | TpaHCMeMOpaHHbIV 1 loKcTameMbpaH-
YyacToK cBA3bIBaHMA HbI1 JOMEHbI peLenTopa TPOMOOMO- | Hbl JOMEHbI peLenTopa Tpombono-
STWH 3TUH
3 JAK2/STATS JAK2/STATS
[LewncTtBue yepes curHanb- PI3K/Akt
PI3K/Akt
Hble NyTn ERK ERK
STAT3
SddekT Ha merakapuouuTsbl | PaHHre MK (B Tom uncne CD41-) PaHHue MK (B Tom uncne CD41-)
(MK) nosgHue MK nosgHue MK
HasHaueHue MNepopanbHo MopkoxHO
KpaTtHocTb nprema ExxegHeBHO ExxeHepenbHO
CBA3b C nuuien Oa Het

MNepsasa nuHuna Tepanum UTII.
XumnonHayLmpoBaHHasa TpomboLum-
TOMEeHuA.

MpeponepauoHHasA NOArOTOBKa Y
naumeHToB ¢ UTT1.
MNepronepayunoHHasa TpombouuTo-
neHua

MNepsan nuHua Tepanum UTTI.
HeoHaTanbHasa Tpom6oumToneHua.
MNpeponepalnoHHan NOAroToBKa y
nauneHToB ¢ UTM

M3yuaemble nokasaHuA
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nccnepoBaHmA nokasanu, Yto 30% naumeHTOB COXPaHAIOT OTBET NOCie OTMEHbl Tepannn
aroHMcTamu TPoM6OMO3TMHOBbLIX peLenTopos [22].

Prutykcnmab saBnsAeTca Hanbonee LWMPOKO MCMONb3yeMbIM MMMYHOMOAYNATOPOM Yy
nauuneHTtos ¢ UTT. MeTaaHann3 paHAOMMN3MPOBaHHbIX KOHTPOAMPYEMbIX UCMbITAHWUIA NO-
Ka3an 3HaunTenbHo 60osiee BbICOKYH YacTOTY MOMHOro OTBeTa Yepes 6 MecALeB nocse Te-
panuu putykcmmabom, uem rniokokopTrkoraamu. OTeeT Ha pUTyKCcmab obbluHO Habnto-
faetcA B TeueHne 1-8 Hegenb. Y 50% naumeHTOB peMuccus coxpaHaetca 6onee 2 net [23].

PaspabaTtbiBaeMble HOBble CTpaTeruu Tepanum pedpaktepHbix ¢opm UTI (Tabn. 1) nu-
LleH3UPOBaHbl NN MPOXOAAT KIMHMUYECKME UCNbITaHNA Yy TONbKO Y B3pochbIX. ByayT nn
OHW NMone3Hbl B NegMaTpun, NOKaXkeT Bpems.

B 3AKJTIOMEHUE

MIMMyHHas TpoMOOLUTOMNEHMSA — ayTOUMMYHHOe 3ab0o/1eBaHe C reTeporeHHbIM naTto-
bunsMonornyeckm mexaHu3Mom, KOTOpbiM 1 06bACHAETCA pa3HOObpasve OTBETOB Ha fe-
ueHue. DTO 3aTPYAHAET CTaHAAPTH3ALMIO TEPaNeBTUYECKUX CTpaTernii. SledeHme pebeHka
¢ UTM ponxHo 6bITb MHAMBMAYANIbHBIM /1A KaXKA0r0o NauneHTa, MUHUMalIbHbIM, CNOCo6-
HbIM MPefOTBPAlLATb TAXKEN0e KPOBOTEUEHVE N ONTUMIN3NPOBAThL KAaueCTBO KN3HN, CBA-
3aHHOE CO 3[10POBbEM.
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