| KMUHUYECKME PEKOMEHABALMN | CLINICAL RECOMMENDATIONS |

https://doi.org/10.35754,/0234-5730-2023-68-4-530-555 (co) EZX

PEKOMEHJIAIIAY 110 AMATHOCTUKE 1 JIEYEHWIO
NANOINATNYECKON TPOMBOLIUTOIIEHNYECKOU! ITY PITY PbI

Menukan AJ1.*, Mycrosas E.N., Liseraesa H.B., Eroposa E.K., fannwsx KM., Tancran LM.

OTBY «<HaunoHamsHIN MEAUMHCKHIA MCCTIBROBATENLCKMIA LEHTP remaTonormu» MutnctepeTsa sapasooxpareria Poccuiickoin @epepaumy,
125167, 1. Mocksa, Poceuiickas Penepaups

B PE3IOME

BeepeHue. epenuHas ummyHHas Tpombountonenus (MUTIM) — 1o aytonmmyHHoe 3abonesanne, obycnoBneHHoe Bbi-
paboTKOM QHTUTEN K CTPYKTYPAM MeMBpPaHbl TPOMBOUMTOB M UX NPEAWECTBEHHUKOB — MEraKAPUOLMTOB, YTO BbI3bIBAET
He TOMbKO MOBbILUEHHYIO AECTPYKLMIO TPOMOOLMTOB, HO M HEQAEKBATHBIA TPOMBOLMTOMNO3, XAPAKTEPUYIOLLMIACS M3ONU-
poBaHHOM TpombouuTtonenueit Huxe 100,0x10%/n u Hanuumem/OTCyTCTBUEM FEMOPPArMYECKOrO CHMHAPOMA PA3AMYHON
CTEMNeHM BbIPAXEHHOCTMU.

Llenb — npenctaButh COBpeMEHHbIE PEKOMEHAALMM MO AUATHOCTUKE U niedenuto MTT.

OcHoBHble cBefieHUs. PekomeHgaumm paspaboTaHbl HO OCHOBE OMbLITA POCCUMIMCKMX M MEXAYHAPOAHBIX SKCMEPTOB, PYy-
KOBOACTBA MEXAYHAPOAHOM pabouer rpynnbl no uayuvenuio nepeuyHon UTT, pekomeHaaumit eBponeitckoro u amepu-
KOHCKOrO OBLLECTB reMATONOroB C UCMOMb30BAHMEM HOBbIX AAHHbBIX O pa3euTnu U TeveHnn UTT. MpeactasneHs nopxons!
K Tepanuu 3a601eBaHMS C MUCMONb3OBAHMEM HOBBIX JIEKAPCTBEHHBIX MPENAPATOB U3 rPYMMbl ArOHUCTOB PELLENTOPOB TPOM-
60onoaTuHa.

KnioueBble cnoBa: nanonatmyeckas TpoMOOLMUTONEHMYECKAS NYPRYPd, NEPBUYHAS U BTOPUIHAS UMMYHHAS TpombouuTonerws, auardoctuka MTTT, Tepanus
1-11, 2-% 1 3= nUHUI, BEPEeMEHHOCTb
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I GUIDELINES FOR THE DIAGNOSIS AND MANAGEMENT
OF IDIOPATHIC THROMBOCYTOPENIC PURPURA

Melikyan A.L.*, Pustovaya E.|., Tsvetaeva N.V,, Egorova E.K., Danishyan K.I., Galstyan G.M.

National Medical Research Center for Hematology, 125167, Moscow, Russia

B ABSTRACT

Introduction. Primary immune thrombocytopenia (ITP) is an autoimmune disease caused by the production of antibodies to
the membrane structures of platelets and their precursors — megakaryocytes, which causes not only increased destruction of
platelets, but also inadequate thrombocytopoiesis, characterized by isolated thrombocytopenia below 100.0x10°/L and the
presence/absence of hemorrhagic syndrome of varying severity.

Aim: fo present modern recommendations for the diagnosis and treatment of ITP

Basic information. The recommendations are based on the experience of Russian and international experts, the leadership
of the international working group on the study of primary immune thrombocytopenia, and recommendations of the European
and American Societies of Hematology using new data on the development and course of ITP. Approaches to the treatment
of the disease using new drugs from the group of thrombopoietin receptor agonists are presented.

Keywords: idiopathic thrombocytopenic purpura, primary and secondary immune thrombocytopenia, diagnosis of ITP, therapy of the 1st, 2nd and 3rd lines,
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Tepmunb! 1 onipeeneHust

llepsuunasn ummynnas mpomboyumonenus — wnpuona-
Tuueckasi rpombounronennyeckas nypnypa (MUTIT) —
ayTonMMyHHOe 3aboseBaHMe, 00yCIOBIEHHOE BHIPAbOT-
KON aHTHUTEJ] K CTPYKTypam MemMOpaHbl TpOMOOLMTOB
U ux npeamecrBeHHUKOB — merakapuonuros (MKII),
9YTO BBI3BIBAET HE TOJBKO MOBBIIIEHHYIO AECTPYKIUIO
TPOMOOIIMTOB, HO M HeaaeKBAaTHbIH TPOMOGOIUTONO23,
XapaKTepU3yIIMHCS M30JUPOBAHHONU TpombouuTorne-
nueit nuxe 100,0x10°/n u manuuumem/orcyrcrBuem re-
MOPPAaru4ecKOro CMHAPOMa PasJUYHOU CTENEHU BbIpa-
sxernoctu [1].

Bmopuunas ummynnas mpomboyumonenus — ummyHHas
TPOMbBOIIMTONEHMSI, SIBJISIIOIIASICS CHUMIITOMOM [PYTHUX ay-
TOMMMYHHBIX 3a00JIeBAHUI: CUCTEMHOM KPACHON BOTYaH-
ku, anTudochoNIUNUAHOrO CUHAPOMA, PEBMATOUAHOIO
aprpura u ap.

Tepanus 1-i, 2-i w 5-it aunuu — TOCIELOBATEIBHOCTD
cxem sneuenus VTII.

YpoBHM ybenuTesbHOCTH peKOMEHAALUN M ypPOBHHU
JIOCTOBEPHOCTHU [10KA3aTeJbCTB INPUBEAEHbl B TabJaM-
nax 1 u 2.

ITHOJIOrUSI U IaToreHea

Orunosnoruss UTII neussecrna. UTII asaserca ayro-
MMMYHHBIM 3ab0JeBaHuEeM, XapaKTepHU3YIOLUMMCS Bbl-
paborkoii aHTHTesn mnomksaacca ummynornoOynuna G
(IgG)) x rmukonporennam (I'TI) membGpansr Tpomboru-

toB u MKII, B ocnosuom k I'IT IIb/I1]a, pexe x I'Il Ib-
IX-V, I'Tl Ia/Ila, T'TI IV voma T'IT VI (i)OPMI/IPOBaHI/IeM
KOMIJIEKCA AHTUIEeH-AHTUTENO, (PUKCHUPYIOLErocs CBO-
um Fe-dparmentom mmmynornobynuna k Fey peunenro-
pam makpodaros M AEHAPUTHBIX KJETOK PeTUKYJOIH-
AOTeNnasbHOM cuctemsbl. PaspylueHue marosornueckoro
KOMILIIEKCA AHTUIEH-aHTUTEJO IPOUCXOAUT ILyTEM €ro
AECTPYKLHHU B OCHOBHOM B CEJIE3EHKE, PEXKE — B IEUEHU
U tumM@aTUUeCKUX y3JaxX, a TAaK)Ke MyTeM LUTOTOKCHYe-
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Tabnuua 1. LLkana oueHku yposHet AOCTOBEPHOCTM OKA3ATENLCTE AN METOAOB AMATHOCTMKM [AMArHOCTUYECKMX BMEWATENbCTE)
Table 1. Scale for assessing levels of evidence (LES) for diagnostic methods (diagnostic interventions)

1 Cucremarnueckuin 063op PKU ¢ npumenennem metaananusa
Systematic reviews of RCTs using meta-analysis
OrtpenbHblie PKU 1 cuctematnueckune o63opbl nccneposanmin nioboro ausaiiHa, 3a uckniouennem PKU, ¢ npumernennem

2 MeTaaHanusa
Selected RCTs and systematic reviews of studies with any design, other than RCTs, using meta-analysis

3 HepaHpoMusnpoBaHHbIE CPABHUTENbHbBIE UCCAEAOBAHUS, B TOM YUCSIE KOTOPTHbIE UCCEA0BAHUS
Non-randomized comparative studies, including cohort studies

4 HecpaBHutenbHbie nccnegoBaHms, ONMUCAHUE KIMHUYECKOrO Cyyds AN CEPUN CAYUYAEB, UCCNEAOBAHUSA KCYHYAN-KOHTPOAb
Non-comparative studies, case reports or case series, case-control studies

5 Umeetcs nuwb 060CHOBAHNE MEXAHM3MA AENCTBUS BMELLATENLCTBA (JOKIMHUYECKME UCCIEA0BAHMS) AN MHEHWUE 3KCNEPTOB
Only rationale for the mechanism of action of the intervention (preclinical studies) or expert opinion is available.

Tabnuua 2. Wkana ouerkun yposreit ybeantensHocTn pekomeraauuii (YYP) ana metonos npoduaakTvky, AMArHOCTUKM, NEYEHNS 1 PEaBUAUTALMM
(npodunakTUYecKmx, AMArHOCTUYECKHX, NedebHbIX, PEaBUNUTALMOHHLIX BMEWATENLCTS)
Table 2. Scale for assessing the level of confidence of recommendations (RL) for methods of prevention, diagnosis, treatment and rehabilitation (pre-

ventive, diagnostic, therapeutic, rehabilitation interventions)

YYP

A ncxoaam aBnaroTCa COrnGCOBOHHbIMVI)

conclusions on the outcomes of interest are consistent)

RL YpoeHu ybeantensHoctu pekomenaaumii / Reliability of recommendations

CunbHas pekomeHgaums (Bce paccmatprsaemsie Kputepum 3¢pheKTMBHOCTHU (MCXOAbI) ABASIOTCS BAXKHBIMM, BCE
MccnefoBAHUS MMEIOT BbICOKOE W Y0BNIETBOPUTENIBHOE METOA0JI0TMY€CKOe KA4Y€eCTBO, MX BbIBOAbI MO MHTEPECYIOLUM

Strong recommendation (all considered efficacy criteria (outcomes) are important, all studies are of high or fair methodological quality, and their

B UHTEepecylowmnm ncxoaam He aBnaroTcs COFHOCOBOHHI:IMI/I)

YcnoeHas pekomeHaaums (He Bce paccmatpusaemblie Kputepun apepekTMBHOCTU (McxoAbI) ABASIOTCS BAXHBIMU, HE
BCE UCCNE[OBAHMS UMEIOT BbICOKOE U YAOBNETBOPUTENBHOE METOA0IOTNYECKOE KAYECTBO U/ UK UX BLIBOAbI NO

Conditional recommendation (not all considered efficacy criteria (outcomes) are important, not all studies are of high or fair methodological
quality, and/or their conclusions on the outcomes of interest are not consistent)

Cnabas pekomeHaaums (0TcyTCTBME AOKA3ATENLCTB HAANEXALLEFO KayecTea) (Bce paccMmaTpuBaemblie KpUTepum
apPekTMBHOCTU (MCXOAbI) ABNAIOTCA HEBAXHBIMU, BCE MCCAEA0BAHUS UMEIOT HU3KOE METOAONOFNYECKOE KOYECTBO U UX

C BLIBOAbI MO MHTEPECYIOLUM UCXOAAM HE SBASIOTCS COMMACOBAHHBIMM)

Weak recommendation (lack of adequate quality evidence] (all considered efficacy criteria (outcomes) are not important, all studies are of low
methodological quality and their conclusions on outcomes of interest are not consistent)

ckoro nusuca T-kaerkamu. [lomumo anturenoobpasosa-
HUS 6OJII)H_IyIO poub B narorenese V'TII urpasor cy6r[or[y-
asuuu T-nrumdonuros [2].

Inudemuonozus

3abonesaemocts VITII B mupe Bapsupyer or 1,6 no 12,5
cayuass Ha 100 000 nacenenus B rox, pacnpocrpaHeH-
nocte — ot 4,5 no 20 cayuaes na 100 000 nacenenus.
B P® sa6onesaemocts MTII Bapocaoro nacenenus s cpen-
nem cocrasasier 2,09 cayuas ma 100 000 genosex. VITII
He umeet reorpadudeckux ocobennocreir. Mys>xauner 60-
seroT B 2—3 pasa pexxe >keHIuH [3—5].

Kuaccugurayus

WTII xopupyror mo MexxayHnaponHoii craTtucTideCcKoi
knaccudukanmum 6osesHel 1 npobem, CBSIZaHHBIX CO 3/10-
poseem (MKDB 10) kax D69.3.

1o dnumensrocmu mevenus saboresanus pasnuyaor [1, 6-71:

® prnepsbie auarHocrtuposannas VITII (manrensnocts
3aboseBaHUS 10 3 MeC. OT MOMEHTAa JUATHOCTUKM);

¢ nepcucrupyowas UTIT (naurensnocrs 3abosieBaHus
3-12 mec. oT MOMeHTa QUATHOCTUKN);
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* xpounueckas VTII (naurensnocts sabonesanus 6o-
see 12 mec. oT MOMeHTa IMATHOCTUKU).

1o xapakmepy u soiparcennocmu zemoppazuueckozo cundpoma
(xnaccudukanua BO3) [1, 6-7]:

® (-if cremeHNM — OTCYTCTBME reMOPPArMYECKOrO CHH-
apoma;

e |-if cTeneHu — meTeXUU U BKXUMO3bI (EIMHUYHDIE);

® 2-ii cTeneHn — He3HAYMTEJbHAS IOTEPSI KPoBU (rema-
Typusi, KpOBOXapKaHbe);

® 3-ii cTeneHM — BBIpa’KEHHAsl NMOTEPst KPOBU (KPOBO-
TeueHUe, TpeQyollee MepeMBaHUS KPOBU MJIM KpOBe3a-
MeHUTeNeH);

® 4-i1 creneHn — TsOKenas Kposonorepst (KpoBoM3IM-
SHUS B TOJIOBHOM MOSI M CETYATKYy IVIa3a, KPOBOTEUEHUS],
3aKaHUYMBAIOILIUECS JIETAJbHBIM UCXO/IOM).

K mancenoa UTII orrocsiT ciryuan, CONpPOBOXK AAKOLIMECS
CUMIITOMaMU KPOBOTe4YeHUs B AebroTe 3aboaeBaHuUs U 10~
TpebGoBaBIIMe Ha3HAUYEHUs] TeParuy, UIu ClLydau Bo300-
HOBJIEHMSI KDOBOTEYEHU I ¢ HEOOXOAMMOCTBIO TPOBEEHUST
[ONOJHUTEJbHBIX TEPANEBTUYECKUX MEPOINPUSITUIH, I0-
BBILIAIONMX KOJUYECTBO TPOMOOLUTOB, NN yBeJIUYeHU I
[O3MPOBKHU HCIOJIb3y€EMBIX JIEKAPCTBEHHBIX CPEJCTB.
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Pegppaxmepnasn popma UTII onpenensiercs orcyTcTBUEM
HETOCPEACTBEHHOIO OTBETA HA CIJIEHOKTOMMIO, MOTEpPEr
OTBeTa MOCJ€e CHNJIEHIKTOMMHU M HEOOXOAMMOCTBIO NPOBE-
JEeHUs JaJabHENIIero Je4eHUsl 1/ KyITMPOBAHUS KIMHU-
9YeCKU 3HAYUMBIX KPOBOTEYEHUN.

K pesuemenmnuoi gpopme HTII ornocar cnydam orcyTct-
BUS WJIM MOTEPU OTBETAa MOCJE ABYX U Oojee KypcoB Je-
KapCTBEHHOM Tepanuu, Tpedyolye BO30OHOBIEHMS Jeve-
aus [1, 6-7].

Xponnueckas UTII sxonur B cnucok penxnx (opdan-
HbIX) 3a00JieBaHMII ¢ PaCHpPOCTPAHEHHOCTHIO He OoJiee
10 ciyuaes sabonesanus na 100 000 nacenenus.

Kaunuueckan kapmuna

[1pu UTII perucrpupyercs nsonmposatHas TpoMOOLUTO-
nenust menee 100,0x10%n c nanuuuem/orcyrcTBHEmM remoppa-
FMYECKOr0 CHHAPOMA PABIMYHOI CTEIEeHU BbIPAYKEHHOCTHU
[7]. Knunnaeckn WTIIL nposiBasiercsi remopparmyeckum
CMH/IPOMOM: CHIOHTAHHBIM MJIM TOCTTPABMATUYECKUM, KOXK-
HbIM (EAMHMYHAS WJIM TFeHepaJv30BaHHAs MeTeXUaJsbHas
CBIIIb ¥ 9KXMMOSbI), NIETEXUSAMU 1 dKXMMO3AMU Ha CJIM3U-
CTBIX, HOCOBBIMU U [ECHEBBIMU KPOBOTEYEHUSIMH, MEHO-
Y METPOPPATUSIMH, PEXKE — IKELYAOIHO-KHUIIEUHBIMU KPO-
BOTeYeHUsIMU U remarypueil. Hacrora >kusHeyrposkarommx
kposousnusinuii He npessimaer 0,6 % [7].

unarmocruka

Crnenudunveckux auarnocruueckux mapxepos VITII
ne cyumecrsyer, aumarnos MTII sasasiercss mmarnosom
VCKJIIOUEHMS], Ul YCTAHOBJIEHUSI KOTOPOro TpeQyercs
NpOBeleHUE KOMIJIEKCHOIO O0CJIeIOBAHUS, HCKJIIOYAI0-
1ero 3a60IeBAHUS U COCTOSIHUSI UMMYHHOM M HEMMMY H-
HOU MpUpPO/BI, MpoTeKatuiue ¢ Tpombonuronenueii [1, 8].
Huarnos NITII ycranasinBaercs HA OCHOBAHUM CJIELYIO-
LUX KPUTEPUEB:

* uzonuposannas rpombonurTonenns menee 100,0x10%/n,
3aperucTpUpPOBAHHAS MUHUMYM B ABYX IIOCJEA0BATEJIb-
HBIX aHAJIM3AaX KPOBHU;

* orcyrcTBue Mopdosornuecknux U (yHKIUOHATIbHbBIX
aHoMaJsuii TPoMbOIUTOB;

® OTCYTCTBME MATOJOTUM JUMQOLUUTOB, FPAHYJIOLUTOB
Y 9PUTPOLUTOB;

® HOpMaJibHbIE IOKA3aTeU FeMOrI001HA, SPUTPOLIUTOB
Y PETUKYJIOLUTOB, €CJIU He OBLJIO CyIIeCTBEHHON KPOBOIIO-
Tepy;

® noBbILIEHHOE WM HopmaiabHoe kosmvecrso MKILL
B MHEJIOIPAMME;

® HOpMaJIbHbIE Pa3MepPhl CEeJIE3EHKY;

® OTCYTCTBHE APYTUX MATOJOTMYECKUX COCTOSIHUM, BbI-
3bIBAIOLIUX TPOMOOIUTONEHUIO;

® Hajgu4Me TpoMboLMTACCOMUPOBaHHbIX aHTHUTed [ 1, 4].

Hnst guarsoctuxku MTIT Heobxommmo Hanndue Bcex
KpUTEpUeB, KpOMe TecTa Ha TPOMOOIMTACCOIMHUPOBAaH-
Hble aHTuTesa. HopmanbHbiil TuTp TpombouuTaccouuu-
posannbix antures He uckmouaer VITII, no snaunrensuo
CMOCOOCTBYET AMATHOCTHKE.
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Kanober u anammes

ITpu cbope anamuesa zabosieBaHUs U ceMEHHOro aHAM-
He3a y BCeX OOJIbHBIX AJIsl onpejeseHus obbema obcieno-
BaHUA peKOMeH,CLyeTCH yCTaHaBJII/IBaTb Hpe,CLLLIeCTByIOLLLI/Ie
paBBI/ITI/IIO TpOM6OLlI/ITOHeHI/II/I d)a}(TOpr (GaKTepI/IaJIbHaH
nJjan BI/IPyCHaH I/IH(beKHI/IH, BaKIMHAIIUA WNJIU HPI/IeM Jie-~
KapCTBeHHLIX HpeHaPaTOB, AJIKOTOJIBHBIX U XI/IHI/IH—CO,ZIep—
>KAaIUX HAMUTKOB, CTPECC, BAPDUKO3HAasi OOJe3Hb, TPOM-
603blI, CEPEYHO-COCYAUCTAS TATOJIOTHS, COMYTCTBYIOILIHE
sabosnesanus, TpaHcdysuu, nepecajka OpraHoB B aHAM-
Hea3e, GepeMeHHOCTb, HaJI4Yuue U OJIUTEJIbHOCTDb KPOBOTe"
quI/Iﬁ I10CJIe XI/IpprI/I'-IeCKI/IX BMeH.[aTeJIBCTB); yTOqHHTb
ceMelHbI aHAMHE3: KDOBOTOYMBOCTb, TPOMOOIIUTONEH U,
TPOM6031)I " 60He3HI/I CUCTEMDBbI KPOBeTBOpeHI/IHy KPOBHI)IX
poncrBennukos [1, 4, 5].

Vposens yoedumenonocmu pexomendayuii C, yposens docmo-
eeprocmu dokasamenvcms — 3.

Dusuranvroe obcredosarue

Pexomennyercss npu ¢usnukanbHom obcrepoBaHuM
y Bcex OOJBHBIX OOpamaTh BHMMAaHWE HA CJIELYIOLIMe
JAHHbIE: TUIIOTEPMUSI U TMIIEPTEPMUS, CHUXKEHUE MaCChI
Tesa M CUMIITOMbI MHTOKCUKAIIMHY, FelaTOMEeraansi U CIijie-
Homerasus, JumdaaeHONaTUs, MATOJOTUs MOJOYHBIX
>KeJie3, CepAla, BEH HUXKHUX KOHEYHOCTeH, BPOXKIeHHbIe
aHOMAJIUM, & TAK)Ke XapaKTep, CTeleHb U BbIPAYKEHHOCTD
reMOpparuy4eckoro CUHApoma. JTo nossoaut auddepen-
nuposats Tpombouuronenuto npu MTII or Bropuunsix
TpombouuTonenuii u ouenuts Tskects UTII[1, 4, 5, 7, 9].

Vposeno ybedumensrocmu pexomendayuit C, yposens docmo-

eeprocmu dokasamenscmes — 3.

Jla 50/7(1/71[)/7#[1)[6 3[((12/—[06‘/71[1 uecKiue ltCCJlf&()G(lHlt}Z

lna nosydeHuss MaKCHMMAaJbHOTO KOJTMYECTBA JAHHBIX
¢ ueasto puarnoctuxku VITII, asasrometica nuarsosom
HICKJIIOUEHUs], TIPOBOASITCSl 00si3aTebHblE JabOpaTOpHble
TECTBI.

Pexomennyercss Bcem OosbHBIM HasHaueHMe OOLIErO
(KJIMHUYECKOro) aHaIU3a KPOBU /U1 BepUdUKALUU AUAT-
noza [4-9].

Vposens yoedumensnocmu pexomendayuit C, yposens docmo-
éeprocmu dokasamenscms — .

Kommenmapuu. Obwem uccnepnoBanus BrIodaeT B cebst
nuddepeHnaNbHBIA MOACYET KJIETOK KPOBHM C MCIOJb-
30BaHMEM aBTOMATHYECKOrO aHaJIM3aTopa; obsisareseH
OITUYECKMII IMOACYET KOJIMYECTBA TPOMOOLMTOB, ONpe-
[leJleHre KOJMYeCTBA PETUKYJIOLUTOB, HCCJe0BaAHUE
Mop]oI0ruKM SpUTPOLUTOB, TPOMOOLUTOB, HEUTPODUIOB
[0 MasKy, CKOPOCTH OCEAaHMsl 9PUTPOLUTOB; HEOOXOLM-
MO obpalaTh BHMMaHUe Ha HaJM4Me arperatoB Tpombo-
LUTOB /Ul MCKJIOYEHMs] TpombouuToneHun mnorpebie-
HUS U «JIO)KHOM» TPOMOOLIMTONEHUH [IPU UCHIOIb30BAHUN
KOHCEPBAHTa — JTUJIEHANAMUHTETPAYKCYCHON KUCJIOTHI.
[Tpu UTIT umeercs Tonbko n30aMpoBaHHasi TPOMOOIUTO-

NE€HMs1, JOIYCTUMBbI IIPDU3HAKU HOCTFeMOpPaFH‘{eCKOﬁ Ke-
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ne3onepUIUTHON aHEMUM M PETUKYJOLMTO3 MOCJe Mac-
CUBHOH KPOBOIOTEPH.

Pexomenayercss Bcem GOJIBHBIM KOAryJOrMYeCKOe HC-
cnenosanue s nuddepennmnanshoii auarnoctuxu UTIT
¢ npyrumu dopmamu HapyieHui remocTasa [7, 8].

Yposeno ybedumensrocmu pexomerndayuit C, yposens docmo-
eeprocmu dokasamensems — 5.

Kommenmapuu.
cjeqoBaHUe BKJIIOYAaeT B cebs Mccie0oBaHUS: AKTHUBU-

Pacmmpennoe koarysorunveckoe 06-

POBAHHOIO YaCTMYHOI'O TPOMOOIJIACTUHOBOIO BPEMEHH,
Me>X/y HAPOAHOIO0 HOPMAJIN30BAHHOI'O OTHOLIEHUS U/WNJIn
nporpombuna no Ksuky, TpombuHOBOro BpemeHH, KOH-
nentpauuu ubOPUHOreHa, aKTUBHOCTEH AHTUTPOMOMHA
111, nporenna C, nporenna S, pakropa pon Bunnebpanna.

Pexomenpayercst 1y uckI0ueHUs BTOPUYHOR Tpombo-
LUTONEHUN BCEM OOJIbHBIM MCCJIeI0BAaTh KPOBb Ha cudu-
nuc, supyc ummynonedunura yenosexka (BMY), anture-
na k Bupycam renaruros B u C [4, 9-11]:

® onpepeseHue GirtegHOM
(Treponema  pallidum)
(MMDA) B cbIBOPOTKE KPOBHM WU ONpPEAEIEHHE AHTUTEJ

K 6JI€}1HOI>1 TPENOHEME B HETPEINIOHEMHBIX TecCTax (pe-

AHTUTEJI K TpernoHeme

I/IMMyHOCbepMeHTHbIM MEeTOOaOM

axnus mukponpeuunurtanuu u Rapid Plasma Reagins
TECT — KaveCTBEHHOE U MOJLY KOJIMYECTBEHHOE NCCIIEN0BA-
HYE) B CBIBOPOTKE KPOBY;

® onpenenenne anrturen kuaaccob M, G (IgM, IgG)
k BMY-1 B cbiBopoTke KpoBHM; ompeneseHHe aHTUTEJ
kaaccos M, G (IgM, IgG) k BUUY-2 B ceiBopoTKe KpoBY;

® onpepesieHNE NMOBEPXHOCTHOIO AHTUIEHA BUPYCa Te-
natuta B (HbsAg) B kposu u onpenenenue anturen k Bu-
pycy renarura C B kposu [11].

Yposeno ybedumensrnocmu pexomendayuii C, yposerns docmo-
seprocmu doxkasamenvems — 3.

Kommenmapuu. Ceposornueckrie TeCTbl MNOBTOPHO Bbl-
nonusiior npu peuuause WTII, neaddextusnoctn Te-
panum, yrouHeHun auarHosa. llposenenue mosexyssip-
HO-OMOJIOrMYeCKUX METOI0B MCCJIEJOBAHUsSI HA BUPYCHI
renatutoB B u C cienyer BBINONHATD NP MOTOKUTENb-
HBIX CE€POJIOTMYECKUX TECTAX.

Pexomenpyercss nmis MCKIOUEHMS BUPYC-MHAYLUPO-
BAHHOWM TPOMOOLUTONEHUU BCeM OOJIBHBIM ONpeeseHue
aHTUTEJ K BUPYCYy IPOCTOrO repreca B KPOBHM, aHTUTEJ
K KalCHAHOMY aHTUreHy Bupyca JnumredHa — Dbapp
B kpoBwy, onpeaenenne anturen knacca G (IgG) x kan-
CHUHOMY aHTUreHy BUpyca JnreidHa — Dapp B kposuy,
onpenenenne anrturesa kiaacca G K saepHOMY aHTUreHY
Bupyca Jnureiina — Bapp B kpoBu, onpenenenune B Kpo-
BU aQHTHUTEJ K BUPYCaM BETPSTHON OCIIbI, OMOSICBIBAIOILETO
auas u K uuromerasosupycy [4, 9].

Yposeno ybedumensrocmu pexomerndayuit C, yposens docmo-
éeprocmu dokasamensems — 5.

Kommenmapuu. Ilposenenue nonmmepasnoit uennoi pe-
akuuu (I1LIP) na atu BUpyCHI Ciegyer npoBoguTh npu no-
JIO>)KUTEJBHBIX CEPOJIOTMYECKUX TECTAX, IPU MOAO3PEHUM
Ha PeLU/UB, JIATEHTHYI WH(MEKIHUIO MM NEPCUCTEHIINIO
BUpyCa.

Pexomenpyercsi pns uckioueHuss MmMmyHopedUIUT-
HBIX COCTOSIHUII BCeM GOJIbHBIM HCCJIEI0BATh KOHLEHTPA-
uum Ig G, M, A B xposu [9, 11, 12].

Vposens ybedumenonocmu pexomendayuii C, yposens docmo-
eeprocmu dokasamenvems — 4.

Kommenmapuu. TpombouuroneHuss MOKeT COMNPOBO-
>KJATh UMMYHOAe(PULIUTHbBIE COCTOSTHUSI.

Pexomenpgyercst puarnoctmka Helicobacter pylor: nro-
ObIM METO/IOM /ISl MCKJIIOUEHU S OIHON U3 MPUYUH TPOM-
GoruToneHnn y GOJIBHBIX C OTSATOLIEHHBIM aHAMHE30M
WM KJIMHUYECKMMU MPOSIBIEHUSAMU SIBBEHHONH OoJiesHu
JKeJLyAKA U ABeHaAuaTunepcTHoi kuwmkwu [13].

Vposens yoedumensnocmu pexomendayui C, yposens docmo-
éeprocmu dokasamenvems — 3.

Pexomenayercs uccnenoBanmne KOCTHOMO3IOBOTO KpPO-
BETBOPEHUs Ul MCKJIOYEHUs] Apyrux 3aboJseBaHUi
reMaTOJIOTMYECKON M HEreMaTOJIOTMYECKON IPUPOBL.
CrepHa/bHy10 NYHKLUMIO M IIUTOJIOTHYECKOE HCCIEMO0-
BaHME MasKa KOCTHOrO moara (Muesorpamma) HpOBOAST
Bcem GosbHBIM. TpenanGuoncuio u narosoroaHaTomMuYe-
CKOe uccJeoBanue buorncuitnoro (OnepanuoHHOr0) MaTe-
pHajia KOCTHOTO MO3Ta BBINOJHSIOT 110 NoKasaHusam [4—6,
9, 12].

Vposens ybedumenonocmu pexomendayuii C, yposens docmo-
eeprocmu dokasamenvems — 3.

Kommenmapuu. Vlccnenosanue KOCTHOro mosra Ho3Bo-
JISI€T UCKJIOYUTH OCTPBIE JIEMKO3bl, MMEJOANCIIACTHYE-
CKMH CHHAPOM M AIUIACTMYECKYK AHEMUIO, METACTa3bl
oryxosieit B koctHblit moar u ap. daa VTII xapakrepno
noBbIlIEHHOEe Miu HopmaJbHoe kosnuectso MKIL, ux
HOpMaJIbHBIE WJIM TrUraHtckue ¢popmel 6es mopdosoru-
yeckux anomasuii. [laronoroanaromuueckoe muccrienosa-
Hue GuorncuiiHoro (ONepanyuoHHOr0) MaTepuaaa KOCTHOTO
MO3ra MOoKa3aHo NPU PELUANBUPYIOIIMX U PE3UCTEHTHBIX
dopmax VUTII (B Teuenne 6 mec.), nepes cruieHsKTOMUEHH,
y 6oabnbIX cTapue 60 e, npu manom xoanvecrse MKILI
B MUEJIOIPaMMe, NOAO3PEHUMN HA BTOPUYHBIA IeHe3 TPOM-
OOLMTONEHUH.

Pexomenpyercst nposeseHne npsmoro aHTUIIOOYIMHO-
Boro Tecra (npsmas npoba Kymbca) 6onbHbim ¢ anemunue-
CKUM CUHAPOMOM U OMJIMPYOMHEMUEH [JIsl UCKJIIOUueHUsI
cungpoma @Ouimepa — OBaHca (coueTaHUs ayTOMMMYH-
HOI reMOJIUTUYECKOM aHEMUU U UMMYHHOMU Tp0M6ouHTo—
nenun) [4-6].

Vposens yoedumensnocmu pexomendayui C, yposens docmo-
6eprocmu dokasamervems — 5.

Pexomenayercs pyist yTOUHEHMST AMArHoO3a U NPOBEAE-
nus auddepeHUaNbHON TUATHOCTUKY BTOPUYHBIX HM-
MYHHBIX TPOMOOIMTONEHUN BCeM GOJIbHBIM ONpeAessTh
B KPOBM: KOHLEHTPALMU AaHTUTPOMOOLMTAPHBIX aHTUTEJ
(cymMmapHBIX), 3BHAYEHU I BOJTIAHOIHOIO AHTUKOATYJISTHTA,
anturen k kapguonununy (IgM u IgG), anturen x Ge-
ta-2-rnuxonporenny 1 (IgM u IgG), Benuununy antuny-
KJeapHOro ¢akTopa, Cofep)KaHWUsl AaHTUTE] K HATUBHOU
(nBycrniupasbHOM) [1e30KCMPUOOHYKJIEMHOBONH KHCJIOTE,
aHTUTEJN K TUPeouHOM nepokcunase [14].
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Vposens yoedumenvnocmu pexomendayui C, yposens docmo-
eeprocmu dokasamervems — 4.

Kommenmapuu. Ot meTonbl MCCIEIOBAHUS UMEIOT BaXK-
HOe 3HaYeHMe MPU ONpeaeeHUN TAKTUKYU BelAeHUs 0Oosb-
ubix. [lpu nogospennn Ha BTOpU4HOCTH UMMYHHOR TPOM-
GOLMTONEHNH 1 IIPH [TOJIO>KUTETBHBIX PE3YJIbTATAX TECTOB
B aHaMHe3e MEePHMOAMYHOCTb IOBTOPA I9TMX HCCJIE0Ba-
nuit — 1 pas B 12 nen. Ilpu npueme riroxoxopruxocrepo-

unos (I'KC) nndopmarnsaocTs pesynbTaToB CHUKAETCS.
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HHCHZ;yMKHmaJLbeLE duazrocmuueckue
ucernedosanus

Pexomenayercs nms uckaouenus 1um¢ouaHoii runep-
NJIasuM U ApPyrux oObeMHBIX 0OpasoBaHUii Bcem 00Jb-
HBIM NPOBOAUTH yJIbTpasBykoBoe ucciaenosanue (Y3U)
nnn xomnsiotepayto Tomorpaguio (KT) opranos 6prowu-
HOW MOJIOCTH € ONpe/iesIeHNeM HATN NS BHY TPUOPIOIIHBIX
AumdQaTHUECKUX Y3JI0B, pa3MepOB cesle3eHKH, neuenu |9,

11, 15].

Tabnuua 3. [uddeperunansran auarnoctuka MTI ¢ apyrimm saGoneeanmsamm, NpOTEKaoWMMM C TPOMOOUMTONEHMAMM
Table 3. Differential diagnosis of ITP with other diseases occurring with thrombocytopenia

MpuobpeteHHbie pombountonenun / Acquired thrombocytopenia

Tpom6ounutoneHmm BcnepcTene NOBbILLEHHOM AEeCTPYKL MM
TpombouuTos
Thrombocytopenia due fo increased platelet destruction

Tpom6ouutoneHmm scneacTene HaPyLLIEHMS NPOAYKLUN
TpombouuTos
Thrombocytopenia due fo impaired platelet production

BropuuHas uMMyHHas TpombouutoneHus:

Secondary immune thrombocytopenia:

1) AUT / AIT

2) CKB / SLE

3) ADC u ppyrue konnareHosbl

APS and other collagenoses

4) AN3 / (PD

5) NekapcteenHas / Drug-induced

6) BupycHoro reHesa (repnecBupychl, XpOHUYECKME BUPYCHbIE
renatutel, BUY)

Viral efiology (herpes viruses, chronic viral hepatitis, HIV)

7) NoctunekumnoHHas u ap.

Post-infectious, etc

8) NN / PTP

9) ABC / DIC

10) CeppeuHo-cocyauctbie aHomanum u 3abonesanuns
(aHeBpu3MBI, NOpOKY cEpALA, CTEHTMPOBAHME)
Cardiovascular anomalies and diseases (aneurysms, heart defects, stenting)
11) lFectraumoHHas TpombouutToneHus

Gestational thrombocytopenia

12) TTN / TTP

13) TYC / HUS

14) TMA / TMA

1) Jlexapcteennas / Drug-induced

2) TpombouuTtoneHuns npu NHPEKLUNOHHbIX 3a6onesaHnsx
Thrombocytopenia in infectious diseases

3) Tokcuueckas Tpombouutonenus (ankorons u ap.)

Toxic Thrombocytopenia (alcohol efc)

4) Metactatmueckoe NOPAXEHNE KOCTHOTO MO3rd
Metastases in the bone marrow

5) 3abonesaHus cuctembl KpoBeTBOpEHUS (OCTPBIN NEikos,
annacTMYeckas aHeMMUs, MMENOANCNAACTUYECKUIA CUHAPOM,
numdonponudeparmsHeie 3abonesanus u ap.)

Diseases of the hematopoietic system (acute leukemia, aplastic anemia,
myelodysplastic syndrome, lymphoproliferative diseases, etc.)

HacnepcreeHHbie TpombouuToneHmnm
Congenital Thrombocytopenia

TpombacreHus MnanuymaHa

Glanzmann's thrombasthenia

Cunppom bepHapa — Cynbe
Bernard-Soulier syndrome

CuHgpom cepbix Tpombouutos

Cray platelet syndrome

Cunapom Buckorra — Ongpuua
Wiskott-Aldrich syndrome

BpoxaeHHas amerakapuouutapHas TpombouutoneHus
Congenital amegakaryocytic thrombocytopenia
Anemus Dankonn u gpyrue

Anemia Fanconi and others

JloxHas TpomboumnToneHus
False Thrombocytopenia

McespoTpombountoneHrus
Pseudothrombocytopenia

Mpumeuyanne. AUT — aytoummyHHbin Tupeomaut, CKB — cucremHas kpacHas BonvaHka,

NTN — nocrrpaHcdysmuoHHas nypnypa, JIN3 —

numdonponudepatusHsie sabonesarus, IBC — auccemmHmposaHHoe BHyTpucocyaucroe ceeptoieanmne, TTI — rpomboTtnueckas tpombountoneHmnyeckas
nypnypa, 'YC — remonutuko-ypemuueckuin cunapom, TMA — tpomboTtunveckas MMKpoaHruonaTus.

Note. AIT — autoimmune thyroiditis, SLE — systemic lupus erythematosus, PTP — Post-transfusion purpura, LPD — lymphoproliferative diseases, TTP — thrombotic thrombocytopenic

purpura, HUS — hemolytico-Ouremic syndrome, TMA — thrombotic Microangiopathy.
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Vposeno yoedumensnocmu pexomendayuii C, yposens docmo-
seprocmu dokasamenvems — 3.

Pexomenmyercst 1uisi MCKIIIOYEHUs] TMIEPIIA3UM BHY-
TPUTPYAHBIX JTUMQOY3I0B U MATOJIOTMU OPraHOB TPy
HOH KJIETKM NpOBeJieHre BceM 6osibHbIM peHTreHorpaduu
niu KT opranos rpyanoit knerku [9, 11, 15].

Vposens ybedumensrnocmu pexomendayuii C, yposens docmo-
éeprocmu dokasamensems — 5.

Huddepenumnansuas auarnocruka MTII ¢ apyrumwm
TPOMbGOIIMTONEHUSIMU NIPE/ICTaBIIeHa B TabauLe 3.

Jleuenue

CoBpemMeHHBIMM METOAAMM TEpPANUM IOJHOTO H3JIe-
genust or WTIl pocrurnyrs ne ynaercs. Bosmorxno
MOJLyYeHUEe  PEMHUCCHM  PAa3JIUYHOM  JIMTEJbHOCTHU
UM COCTOSTHUSI KJWHWYECKOH KommeHcanuu. YeTkux
NPOrHOCTMYECKUX KPUTEepueB TeueHUs 3abosieBaHUs,
OTBeTa Ha Tepanuio U MCXOMOB OOJE3HU He Bbl/IeJeHO
[4-6, 9, 11, 15]. IlocnenoBaTenbHOCTL B HA3HAYEHUM IIa-
toreHernveckoil (crneruduueckoit) repanuu npu MTII,
paspaboTaHHasi HA OCHOBAHUM MHOTOJIETHErO KJMHMUYe-
CKOrO ONBITA, MOJyYMJIa HasBaHue JUHUIA Tepanuu [1].
OPPeKTUBHOCTD TPOBEAEHHON TEpanuy OLEHUBAETCS
IO CJIEYIOLIUM KPUTEPUSIM:

lloanoii omseem — xonuuecTBo TpombouuTos Gosee
100,0x10%/n.

Omeéem — xonuvectso Tpomboruros 6onee 30,0x10%/n
MM yBeJMYeHNe HAa4aJbHOrO KOJIMYECTBA B 2 pasa + OT-
CYTCTBUE KPOBOTEYEHU.

Bpems oméema — cpox ot Hayasa TEpanM 10 JOCTUKE-
HUS OTBETA MU IIOJHOI'O OTBETa.

Omcymemeéue oméema — KOAM4ECTBO TPOMOOLMTOB Me-
nee 30,0x10%1, naun yBennyenue Ha4aIbHOTO KOJMYECTBA
MeHee 4eM B 2 pasa, WU MIPOAOJIXKALIEECs] KPOBOTEYEe-
HUe.

llomeps noanozo oméema — ymeHbIIEHUE KOJIMYECTBA
tpombonutos menee 100,0x10°/n1 nnu BosobHoBNEHUE Te-
MOPPAru4eCKOro CUHAPOMA.

llomeps omséema — ymeHblLIeHHE KOJNYIECTBA TPOMOOLIH-
tos menee 30,0x10%/n, unu ysenunuenue nauanbHOro KOIH-
JecTBa MeHee YeM B 2 pasa, Uiy HaJIu4dve KPOBOTEYEHU.

Jlumensrocme oméema — Bpemsi OT JOCTHIKEHUST OTBETA

no ero norepu [1].

TE,O(Z/UU{ 6 IKCIMPEHHLLX CUNTYAUUAX

B ciyuasx maTouHBIX, KeJyJO0YHO-KHIIEYHBIX, [OYeY-
HBIX, BHYTPUOPIOLIHBIX, HOCOBBIX KPOBOTEYEHUH, KPOBO-
M3JIMSTHUH B TOJIOBHOM MOST, OPOUTY M AP. C LEJIbI0 ObICTPO-
ro KyIMPOBAHMUS TSXKEJIOrO reMOPPAarnuecKoro CHHAPOMa
NPOBOASAT dKCTpeHHyo Tepanumwo [4, 5, 9, 11, 16-18].

Pexomenayercss nisi GbICTPOI OCTAHOBKM KpOBOTeue-
HUII BCceM OOJIbHBIM NPOBOAUTH IyJIbC-TEPATIUIO METHJI-
npeanunsosnonom B posde 500-1000 mr/cyr. BHyTpuBeHHO
KarneJsbHO B TeueHue 1-2 4 Ha nporskenuu 3—5 nueit, 2—6
nukios ¢ uarepsaaom 10-21 nens [19].

Vposens yoedumenvnocmu pexomendayui C, yposens docmo-
eeprocmu dokasamenvems — S.

Pexomenpyercst ¢ nenbo ObICTPOH OCTAHOBKHM KPOBO-
TeuyeHMI BceM GOJBHBIM MPOBOAUTH ILyJIbC-TEPAHUIO [IEK-
camerasonom no 40 mr BHyTpuBeHHO e>keqHeBHO 4 mHs,
kaxxaple 2—4 nepenu, 1-4 nuxana [4, 5, 9, 11, 16-18].

Vposens yoedumenonocmu pexomendayui C, yposens docmo-
eeprocmu dokasamenvems — J.

Pexomenayercst 1151 camoro GbICTPOro Ky mMpoBaHUsI re-
MOpPParu4ecKoro CHHApPOMa BCeM OOIbHBIM BHY TPUBEHHBIH
ummyHormoOynua (BBUIY) (ummynornobynun uesnoseka
nopmadssnsiii [IgG + IgA + IgM] (pacTBop st BHyTpuBeH-
HOTO BBe/leHUs1) — KypcoBas fo3a 2 r Ha | kr maccsl Teua,
pacrpenesneHHas Ha 2—5 MoC/Ie[0BATEIBHBIX BBEAEHUH; Cy-
rounas no3a or 0,4 no 1 r/kr maccer rena [4, 5, 9, 17-23].

Vposens ybedumenvnocmu pexomendayuii C, yposens docmo-
eeprocmu dokasamenvems — 5.

Kommenmapuu. C ocTOposKHOCTBIO ClIeyeT IPUMEHSITh
y JIUIL TO>KUJIOTO BO3PAcTa, OOIBHBIX C FMIEPTOHUYECKOM
60J1e3HDBIO, AJIEPrUYeCKUMHU pPeaKLUsiMU, TPombosamm.
Oddexrusnocts 5 u 10 % pacrsopos BBUI" pasnosnau-
Ha u cocrasisert 72,2—-80,7 %. He>xenarenvHble ssBnenus
CONOCTaBUMBI.

Pexomennyercss npu nHeaddexkTuBHOCTM KOHCEpBa-
TUBHBIX METO/OB JIEYEHUS! INPOBEAECHUE CILIEHOKTOMUU
nns poctrokenus pemuccuu [4, 5, 9, 11, 18, 20, 24, 25].

Vposens yoedumenonocmu pexomendayuic C, yposens docmo-
eeprocmu dokasamenvems — 3.

He pexomenpoBanbl Ttpancdysuu
TPOMOOLIMTOB M3-32 PUCKA aJJIOMMMYHHM3ALMM, OJHAKO

KOHIIEHTPaTOB

OHU BO3MOXKHBI B KAY€CTBE MCKJIIOUEHUS IIPU MACCUBHOM
HeKkynupyemom kposoreuenuu [4, 5, 9, 11, 18, 20, 24, 25].

Vposeno yoedumensnocmu pexomendayuii C, yposens docmo-
eeprocmu dokasamenvems — 3.

Tepanus 6onvnoix énepésie duazrocmuposaroll
HTIT (Onumensrocmes bonesnu do 3 mec.)

Pexomenpyercss HaunHaTh JedeHHe GOJIBHBIM MpU re-
MOpPparm4eCcKOM CHHAPOME M KOJIMYECTBE TPOMOOLUTOB
menee 30,0-50,0x10°/n nns pocrusxenus addexra Tepa-
nuu [9, 16, 24, 25]. Crannaprnas repanus ['KC B neue6-
HBIX [03aX: CyTO4YHas no3a npeauusosnona (1 mr/kr maccs
Tesla BHYTPb), METHJIIPEIHNUZ0IOHA U JEKCAMETA30HA —
B IepecdeTe Ha 103y npeaHusosoHa. [laurensHocTh Te-
panuu He JOJKHA IMPEBBILIATL 2—3 HEe/Ib N3-3a BO3MOXK-
HBIX OCJIOKHeHU. B kauecTBe mysbc-Tepanuy BeICOKMMU
nosamu ['KC npumensator mernnnpenuusosnon (600-1000
MI/CYyT BHYTPUBEHHO KaleJabHO 3a 1-2 u B Teuenue 3-5
nuelt, 2—6 nuksaos ¢ unrepsanom 10-21 nenv) n mexca-
merasoH (40 mr/cyT. BHyTpuBeHHO exxenHeBHO 4 aHs, Ka-
skable 2—4 nenenu, scero 1-4 nukna) (raba. 4).

Vposeno yoedumensnocmu pexomendayuii C, yposens docmo-
éeprocmu dokasamenbems — 5.

Kommenmapuu. 1ns npodunakTuku pasBuTHs OCJIOXK-
nennit nosa ['KC ne nossxna npessrmars 80 mr/cy npen-
HUB30JI0HA 1K cooTBeTCTByIowMX 103 aApyrux ['KC.
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Tabnuua 4. Jlevenne snepssie grardoctuposartoit M 8 3aBUCMMOCTH OT KOMUECTBA TPOMBOLNTOB U FEMOPPATUYECKOTO CUHAPOMA
Table 4. Treatment of newly diagnosed ITP depending on platelet levels and hemorrhagic syndrome

lemopparnyeckun CMUHAPOM ecTb
With hemorrhagic syndrome

Konuuecteo Tpomboumtos, x10°/n / Platelet count, x10°/1L
<30,0-50,0

lemopparuueckoro cuHapoma

HeT

Without hemorrhagic syndrome

250,0

lemopparuuyeckoro cuHapoma

HeT

Without hemorrhagic syndrome

lemopparuueckui
CUHAPOM ecTb
With hemorrhagic

syndrome
TKC (p/o. Jleuenue npu Jleuenwue npu
1-9 nuHua VIHI/I;/B), rKc (nyn)bC- noAaroToBke K noaroToeke
Tepanum | 1 mr/kr Tepanus BBUT onepa
umMam un K onepaumnsam
Ist line GCSs [p/o.| GCSs [pulse | IVIG an/IF;)CI6OTe " npuppaﬁoTe
therapy orv/v, 1 therapy) 6onbHOrO, 6onbHOrO,
mg,/kg) OvHamunue- L OvHamuue- L
CBA3AHHOM C CBA3GHHOM -
ckoe Habnio- ckoe Habnio- OuarHoctnueckuin
NOBbILIEHHbLIM C NOBBILEHHLIM
aenmne Tpaematnamom |AEHVe Tpaematnsmonm | monK
2.4 Dynamic Moni- P Dynamic Moni- P Diagnostic search
. Treatment , Treatment
nnHus foring before surgery foring before surgery
Tepanuu Cnnenaktomus / Splenectomy and in cases of and in cases of
2nd line increased risk increased risk
therapy of work-related of work-related
patient injury patient injury

Mpumeuanme. p/o. — per os, TKC — rniokokopTtukoctepoups, BBUI — BHy TpMBEHHBI UMMYHOrNO6YNUH.

Note. p/o. — per os, GCSs — glucocorticosteroids, IVIG — infravenous immunoglobulin.

Tepanus énepéoie duazrocmuposannoid UTIT

1-it nunuu (I'KC u BBUT)

Pexomenpyercss HaauHaTh JleueHre GOJIBHBIX BIEPBbIE
nuarnocrtupoBannoit MTII npu remopparmnueckom cusn-
npome u Tpombonutax menee 30,0-50,0x10°/n wnu mpu or-
CYTCTBUM I'€MOPPArMYeCKOro CHMHAPOMA MpPHU TPOMOOIM-
tronenuu <20,0x10°/n nns noctuskenus sddexra Tepanuu
(rabn. 2) [4-6, 9, 11, 15, 18, 25].

Vposens yoedumenvnocmu pexomendayui C, yposens docmo-
seprocmu dokasamenvems — 3.

Kommenmapuu. dddexrusnocts nepsoro kypca Tepa-
nuu ['KC cocrasasier 70-80 %, ognako pemuccust peako
(y 20-30 % GonbHbIX) ObIBaeT CTAOMIBHON, M HACTYTIAET
peunaus. Breicokue nosel mexcamerazona adpeKTUBHEI
y 86 % OoNbHBIX, OTBET COXPAHSIETCS] B TEYEHHE 8 MecC.
Croiiknit orser pocruraercs y 50 % GosnbHbIX BriepBble
poisiBienHo MTII. Hexxenarenbursle siBaenus:: cHu-
5KeHMe TOJIEPAHTHOCTU K IVIIOKO3e, yrHerteHue QyHK-
uuu HaanodedHukos, cuHapom HMuenko — Kymwmwnra,
A3Ba JKEJyAKA U ABEHAALATUIIEPCTHON KUIIKH, 9PO3UB-
HBI racTpuT u 230darut, KpoBoTedyeHus U nepdopa-
LUl TNULIEBAPUTENBHOIO TPAKTa, METEOPU3M, apTepH-
aJbHasl TMIEPTEH3Ms, TMIEepPKOAryisuus, OecCOHHUUA,
ukora, Bo30y>kiaeHMe, Tpesora, oidopwus, aenpeccus,
pas3BUTHE BTOPUYHBIX OaKTepUabHbIX, T'PUOKOBBIX
U BUPYCHbIX MH(]EKIUii, MOBbIIIEHNE MACChl Tesa, ocTe-
ONOpO03, T'HUIEPIUTMEHTAIUSA/TUNIONUIMEHTALUS KOXKU,
reHepaJIM30BAHHbIE U MECTHBIE AJIJIEPIUYECKUE PEAKIINU.
IIporusonokasanus ans ['KC: caxapubiit nuaber; Tssxe-
sble pOPMbI apTepUAJIbHOM FMIEPTEH3UN U ApUTMU; aK-

THUBHBIC I/IHCbeKLII/II/I; IICUXMNYEeCKHe PaCCTPOfICTBa.
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Hossr 'KC: npennunsoson 1 mr/kr maccel tesa BHYTpPb
B TeueHne 2—4 Hea. ¢ MOCJEAYIOMMM MOCTENEHHBIM CHHU-
>kenuem. JleueOHy0 003y MeTHJNpPEAHM30JIOHA BHYTPb
NEePEeCYNTHIBAIOT HA [03y NPEAHUB0JOHA, T.e. O MI mpea-
HU30JI0HA B TabJIETKE COOTBETCTBYET 4 MI' METHIIIIPEHU-
sosona. Mernnnpennusoson B Beicoknx gosax (600-1000
MI/CyT BHY TPMBEHHO KaneabHO 1-2 u B reuenne 3—5 nueid,
2—6 uuxsos ¢ unrepsanom 10-21 npenn). [lekcamerason
B BblcOkMX nosax: 40 mr/cyT BHyTpb MIM BHYTPUBEHHO
B Teuenue 4 nHelt — 4 nukaa tepanuu kKaxkaoie 14-28
IHEU.

BBUI" sddextusen B 72,2-80,7 % cayuaes, sddek-
tusHoCcTb b 1 10 % pacrBopos BBUI' paBrosnauna, ne-
yKeJlaTebHBIe SIBJIGHUSI COMTOCTaBUMBL. | emocTaTmyaecKuii
apdexr nHacrynaer na 1-2-ii neHb, AIUTETBHOCTH OTBe-
ta — 1-4 nenenu. Ilokazanusa k Tepanuu npenaparamu
BBUI' — yprenrtubie cutyanuu (MaccuBHBIE KPOBOTEYE-
HUSI, HEOTJIIOXKHbIE XHUPYyPruYeCKUe BMELIATEJIbCTBA, Ca-
xapHblit 1uaber | Tuna, runepronnyeckas 6osesHn, geue-
HHE U pojopaspelieHue 6€peMeHHI>IX sxenmun ¢ UTIT).
BBUI" obecneunBaer GbicTpoe MOBBILIEHUE KOJIMYECTBA
TpombouuTos no cpasaenuto ¢ ['KC. losuposka BBUI:
KypcoBasi o3a 2 r/Kr maccel TeJia, pacnpeaeneHHas Ha 2—5
[OCJIEIOBATEIBHBIX BHYTPUBEHHBIX BBEAEHMUS; CYTOUHAS
nosa ot 0,4 no 1 r/kr maccet Tesna. C 0cTOpoXKHOCTBIO CJie-
AyeT IPUMEHSTD Y JIUL] TO>KHUJIOTO BO3PACTa, ODOJBHBIX I'U-
NePTOHUYECKOH DOJIE3HDIO, AJIJIEPTUYECKUMU PEAKUAMH,
Tpombozamu.

He pexomenayercst HaunHaTh Tepanuo 6OJbHBIM Briep-
Bble quarnoctuposannoi VITII npu xonnuectse Tpombo-
nuros 6oaee 30,0-50,0x10%/1 u orcyTcTBUM remopparuye-

ckoro cunapoma [4, 5,7, 9, 11, 15, 18, 25].
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Vposeno yoedumensnocmu pexomendayuii C, yposens docmo-
seprocmu doxkasamenvems — 3.

Kommenmapuu. Ilpn xonmvectse Tpombouutos Gosee
30,0-50,0x10°1 u oTCyTCTBMM TeMOPpPArMyYecKOro CHH-
ApoMa MoKasaHbl AMHAMUYECKOE HAOJIIOfEHUE U TOJIBKO
a"ruonporexktopHas tepanus: sramauaar no 0,256-0,6 r
3—4 pasa B CyTKM BHyTpb WJW BHYTPUBEHHO 1O 2—4 mu
(2560-500 mr) 1-2 pasa B cyTku, acKOpOMHOBast KUCJIO-
ta o 50-100 mr 3 pasa B nens BHyTps + pyTosua 3 pasa
B JeHb BHYTpb [26, 27], durorepanus (HacToil kpanussl
nuctbeB 2 crosioBbix goxxku Ha 400 ma kunsrtka, mo 1/2
crakaHa 3 pasa B nenb) [28].

TE,D(Z/UUZ 50.]1()/'[[)[33 énepesLe JLL[ZZH()C/’IZltp[)ﬁtl/—l/—l()lz

HUTI 2-it aunuu

PexomenpayeTcst BblnosiHEHYE CIIJIEHOKTOMMY [IPU BIEP-
sole auarnoctuposannoit ITIT Gonpueim npu orcyTer-
BUM/TIOTEpE OTBETA HA TEPAnuo - IMHUM A1 BOCTHIKe-
nus adpdexra repanuu (raba. 2) [18-20, 29-32].

Vposeno yoedumensnocmu pexomendayuii C, yposens docmo-
seprocmu doxkasamenvems — 4.

Kommenmapuu. 1lokasanus x cnuieHoKTOMUM IIPU BIEP-
sote auarnoctuposanuoi VITII: pesncrentnoers k I'KC
Tepanuu, MoTepst OTBETA MJIM IMOJHOIO OTBETA IOCJE Te-
panuu 1-it nuann ('KC u BBUT') u npu tsoxensix He Ky-
nupyembix npenaparamu 1-it aunuu (I'KC u BBUT) 060-
crpenusx TII y 6epemennbix sxenimn so 11 rpumecrtpe
6epemennoctu (12-20 wnen.) [31-34]. Cnnenskromuio
npu Brepssbie BoiaBiaennoit VITIT us-za masnoro cpoka 6o-
JIEBHU IIPOBOJSIT PEAKO.

Tepanus boronoix nepcucmupyrowgeic MTIT1
(dnumenvrocme bonesr om > do 12 mec.)

Pexomenayercst HaunHaTh Tepanuio OOJIBHBIM MEPCH-
crupyroweii UTIl npu tpombouuronennu menee 30,0—
50,0x10%/n ¢ remopparnueckum cunapomom (B kKauectse
OCHOBHOTO onpefessioero ¢axkTopa) u TpombonuTone-
nuu menee 20,0x10%/n Ges remopparuyeckoro cungpoma
nns noctuxkenus apdexra repanuu (taba. 3) [4, 5, 9, 11,
15, 24, 25].

Yposeno ybedumensrocmu pexomerndayuii C, yposerns docmo-
seprocmu doxkasamenvems — 3.

Kommenmapuu. Ipu Tpombonurax 6onee 30,0-50,0°10%/
J Y OTCYTCTBUHM IeéMOPPAaruvecKoro CMHAPOMA IMOKAa3aHO
TOJIBKO AMHaMu4deckoe HabmoneHue. OCHOBHBIE OIXObI
k Tepanuu nepcuctupyoweii popmer VITIT npencrasne-
HbI B Tabaune 5.

Tepanus nepcucmupyrowgeid ATIT 1-it nunuu

Pexomenayercss nauunartes Tepanuio 1-it iuHuM 60516~
ueim nepcuctupytomeit VTIT npu rtpombouunronenun
<30,0-50,0x10%1 ¢ remopparuuyeckum cunapomom (B Ka-
YecTBe OCHOBHOTO ornpepessioniero ¢pakropa) u Tpombo-
uuronenun <20,0x10%n1 Ges remopparuueckoro cunapo-
Mma aJisi focTuskenus pemuccuu (traba. 3) [4, 5, 9, 11, 15,

24, 25].

Vposens yoedumenvnocmu pexomendayui C, yposens docmo-
éeprocmu dokasamenvems — J.

Kommenmapuu. llpu orcyrcTBUmM Tepanuu B TedeHHe
nepBbix 3 mec. nocse ycranosiaenus: quaruosda VITII ne-
4YeHUe IPOBOAST IO I[POrPaMMaM, PEKOMEHIOBAHHBIM
nas srepssle guardoctuposannon ITIT — I'KC u BBUI.
[Tpu rpombonurax >30,0-50,0x10%/1 u orcyTcTBMYM remop-
Parn4ecKoro CHHAPOMA MOKa3aHO TOJBKO AMHAMUYECKOE

HabaOmeHME.

Tepanus nepcucmupyroweid UTIT 2-it aunuu

Pexomenayercss HaumHaTh Tepanuio NEePCUCTUPYIO-
weit VITII 2-#1 nunun (ctumynaropsl remonossa u re-
MOCTAaTUYECKHE CPEACTBA — POMUIIOCTHM U JITPOM-
Gomar).

Pexomenpyercsi crieHskTOMUS OGOJIBHBIM TPH TOTE-
pe nau orcyrcrBum orera Ha tepanuio 1 auaumn (I'KC
unu BBUT) (raba. 5) [4, 5,9, 11, 15, 24, 25].

Vposeno ybedumensrocmu pexomerndayuii C, yposens docmo-
seprocmu dokasamenvcms — J.

Pexomennxyercst
niaoctum G6onbHBIM TpU HeaddexkTuBHOCTH Tepanuu 1-i

reMOCTATUYECKOE CPEACTBO POMH-
aunny, ocaoxkuenusax or I'KC u BBUI, npormsono-
KasaHMSAX K CIUIEHOKTOMMH, OTKa3€ OT CIUIEHOKTOMUH,
[J151 YMEHBLIEHNUS] PUCKA KPOBOTEYEHUsI MepPe/| MJIAHOBBIM
XUPYPruv4ecKkum Bmeuiareasctsom [35—38].

Yposeno yoedumensnocmu pexomendayui C, yposens docmo-
seprocmu dokazamenscmes — 4.

Kommenmapuu. Pomunnoctum oTHOCHTCSE K IpyIIIIE TIpe-
NapaToB, CTUMYJHPYIOIIUX BBIPAOOTKY TPOMOOLUTOB
3a CYET aKTUBALMU PELenTopa K TPoMbonoaTuHy, oH ad-
dexTuBen u GesonaceH Kak NpuU KPaATKOBPEMEHHOM, TaK
u npu pgaurensHoit repanuu VITIL Ilpumenenne ¢ ocro-
PO’KHOCTBIO — MPH HAJWYUU FEHETHYECKUX (PAKTOPOB
pucka Tpombosos (mytauus ¢axropa Jleitnena, npo-
TpombuHa u ap.). Pomuniaocrum B cpennem adpdexrusen
v 95 % Gonbubix, y 88-97 % GonbHBIX 10 CIIJIEHIKTOMUM
ny 79-90 % — nocue. [losa npenapara naauBuayasbHa
u Turpyercs ua pacuyera or 1-3 go 10 mxr/kr maccsr Tena.
IIpenapar BBogures nopkosxno 1 pas B nepemo. Ilpu nep-
BoHauasnbHO coveranHoi tepanun (I'KC n pomwumnio-
ctum) cuauasna npoussopsat ormeny ['KC npu xonmuect-
Be TpombGoruros 100,0-200,0x10°n u crabunbhoii mose
POMUILIOCTUMA, 3aTe€M — OTPabOTKy MHAMBHAYAJIbHOM
no3bl pomurnaoctuma. Taxske npumenstor npu Headdex-
TUBHOCTH MJIM HelNlepeHOoCHMOocTH sarpombonara. Cxema
nopbopa MHAMBU/AYAJBHOM [03bI Npenapara NpUBeAeHa
Ha pucyHke 1.

Pexomenpyercsi ctumysisitop remonoasa asarpombonar
G6onbubiM npu HeaddexkTuBHOCTH Tepanuu - aunuwy,
ocnoxknenusx or I'KC n BBUI, npormsonokasanusx
K CIIEHOKTOMUM, OTKAa3€e OT CILIEHOKTOMMU, AJISI yMEHb-
LIEHUS] PUCKA KPOBOTEUEHUS MEPE MJIAHOBBIM XHUPYPIrH-
yecKkuMm BMemaTeabctsom |9, 39—49].

Vposeno yoedumensnocmu pexomendayuit C, yposens docmo-
éeprocmu dokazamensems — 4.

538 | TEMATONOTMS M TPAHCOY3MONOTAA | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | 2023; 68(4): 530-555 |



| KMTMHUYECKME PEKOMEHAALMN | CLINICAL RECOMMENDATIONS |

Tabnuua 5. Jlevenne nepcuctrpyioweit UTI 8 30BUCUMOCTU OT KONMYECTBA TPOMBOLUMTOB M HANIMYMS TEMOPPArMYECKOrO CUHAPOMA
Table 5. Treatment of persistent ITP depending on the platelet count and the presence of hemorrhagic syndrome

Konuuecteo Tpomboumtos, x10°/n / Platelet count, x10°/1L

<30,0-50,0
lemopparuue-
- Femopparuueckoro CKMi1 CMHAPOM
Femopparuuecknii cMHAPOM ecTb Femopparuueckoro cuHapoma Het
With hemorrhagic syndrome cunApoma net Without hemorrhagic syndrome ecre
gic sy Without hemorrhagic syndrome gie sy With hemorrhagic
syndrome
1-s FKC (p/o.
nUHUS nin B/B, 1 rKC (nynbc- JNleueHue npu n
repanuu mr/xr) Tepanus) BBUT noAroToBke K euenne npu
Isfp/ine GCSs [p/o.| GCSs (pulse  |[IVIG onepaumam n MOAroToBKe K
orv/v, 1 therapy) npu pabore onepauuam un
therapy f npu pabore
mg/kg) 6onbHOrO,
OuHamuue- CBA3GHHOM ¢ 6onbHoro, ces-
2-2 ckoe Habnio- IOuHamuueckoe | 3aHHOM ¢ noBbli- | luarHoctuue-
Pomunnoctum, NOBbILIEHHbIM -
nuHms CnneHskTo- |peHue HabniopgeHne LUEHHbIM TPABMA- | CKMI NOMCK
antpombonar , TPABMATU3IMOM . L 4 .
Tepanum | o L Mus Dynamic Treatment Dynamic monitoring | TM3Mom Diagnostic search
2nd line P ' Splenectomy monitoring Treatment before
elrombopag before surgery ,
therapy ond in cases of surgery and in
3-a increased risk cases of increased
nvuHug of work-related risk of work-related
tepanum | Putykcumab / Rituximab patient injury patient injury
3rd line
therapy

Mpumeuanme. p/o. — per os, TKC — rnlokokopTtukocrepouasl, BBUI — BHy TpMBEHHbIN MMMYHOrNO6YnUH.

Note. p/o. — per os, GCSs — glucocorticosteroids, IVIG — intravenous immunoglobulin.

Kommenmapuu. dbdexrusnocts snrpombonara npu nep-
cucrupytoueii popme UTII cocrasaser 90,0-93,3 %, noa-
HbIl oTBeT gocruraercs B 75,9-86,7 % cayuaes. [1pu xpo-
nuveckoit popme apdexrusnocts Huxe — 50,0-88,8 %.
PesynbraTsl Tepanuu y 6osbHBIX, NepeHECIINX CIIJIEHIK-
TOMUIO U 6e3 CNJIEHIKTOMMH, aHAJOTUYHBL. JiTpombonar
BbIILyCcKaeTcss B Tabnernposannoii popme (60 u 25 mr)
Y IIPUHMMAETCS €)KEeIHEBHO BHYTPb 3a 2 4 10 WJIM MOCJIe
enpl. [lpu ynorpebienuun B nmuily MOJIOYHBIX MPOLYKTOB
WM MMHEpAaJbHBIX 100aBOK, COMepIKaluX aJIOMUHUM,
KaJblUM, >XeJje30, MarHum, cejeH M NUHK, a TakXe Jie-
KapCTBEHHBIX MPenapaToB ¢ 0OBOJAKUBAIOIIMM [eHCTBU-
em 9TOT MHTepBasa ysBeanmdausaercs o 4 1. Hesoamorxno
COBMELIEHHE TEPAIINY CTUMYJISTOPOM FEéMOI0d3a JITPOM-
bonara ¢ runonunuaemuyeckumu cpeacrsamu. J[losa
npenapara unausuayasabia (puc. 2). Ilpu nepsonauasnn-
Ho coueranHoi Tepanuu (I'KC u sarpombonar) cnauana
npoussoasat ormeny ['KC npu konmuectse tpombornnros
100,0x10%n u crabuabhoii nose sarpombonara, zatem —
0oTpaboTKy WHAMBHMAYaJIbHON [03bl1 anrpombonara [9,
39-49]. Kpurepuu nporuosa addexkTuBHOCTH U CPOKOB
npeKpalleHysl Tepanuu 3JTPOMOONAroMm U pPOMUIIOCTH-
MOM B HACTOSIIIEE BPEMSI OTCYTCTBYIOT.

Yepes 12 mec. noce nosydeHus: CTOMKOro oTBeTa Ha Te-
PaIMIo CJIeAyeT HAYMHATD IOCTENEHHOE yMEHbIIEHNE 03Bl
npenapartoB. OTMeHy peKOMEH/yeTCsl TPOBOAUTH Me/JIEH-
HO, OCTeNneHHO TUTPYs 103y. Llesnbio aBasercsa noanas or-
MeHa MPEenaparoB IPU COXPAHEHUM OTBETa HA TEPAIIMIO,
NpU HEBO3MOXXHOCTM — MAaKCHMaJIbHasih MUHMMM3ALUS
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J103bl MPENAPATOB, MO3BOJISIOLEN MOAAEPIKUBATH MUHU-
MaJIbHO€ KOJMYeCTBO TPOMOOIMTOB C MHMHUMAJbHBIMU
reMOpparnyeCKumMy MPOSIBJIEHUSMU M MHHUMAJIbHBIMU
noboYHbBIMU siBAeHUSAMU. B ciyuasax HenepeHocmmocTh
(HanpuMmep, NpU aJUIEPrUYECKUX PEaKLMsIX), IEePBOHA-
4YaJbHOM UM Pa3BUBIIENCS PE3UCTEHTHOCTU Ha MaKCU-
MaJIbHO pas3pelIeHHON [03e K OJHOMY U3 IPENapaTroB —
aaTpPOMbONAry UM POMUILIOCTUMY — BO3MOKHA 3aMeHa
oxnoro Ha apyroit. Ilpu nepexone Ha mpyroit npenapar
noboYHbIe sIBJIEHUs, OOYCJIOBJEHHbIE MpeALIeCTBEHHU-
KoM, Kynupytorcst y Becex boababix. Y 50-80 % Gosnpubix
CMeHa rpenapara MNpUBOAUT K NPEeKPALeHUI0 KoaebaHu i
TPOMOOLIMTOB M NOJyuYeHUIO oTBeTa Ha Tepanuw [9, 25,
49]. IlpenapaTsl npowIN MeX Ay HapOAHbIE KIMHUYECKHE
ucnpitanus -1V daser ¢ naane6o-konTponupyembimu
rpynnamu [356—49]. IlporuBonokasanus: oTArOLEHHBIH
TPOMOOTHYECKMH aHAMHe3, I€YeHOYHAasi HeJ0CTATOY-
HOCTb, OEPEMEHHOCTb M MepHoj Jaktauuu. |lpumenenue
C OCTOPOYKHOCTBIO — MPU HAJTUYUU reHeTuYecKux Bakro-
poB pucka Tpom6oszos (myrtanus daxropa Jleiinena, npo-
TpombuHa u ap.).

Pexomennyercst BBINONHATH CIJIEHOKTOMUIO OOJIBHBIM
npu noTepe/OTCYyTCTBUU OTBETA HAa Tepanui -l auHuun
B CJLy4asiX HeOOXOMMOCTHU POBEEHUSsI JIEYEHUS U JOCTH-
>kenus pemuccun [9, 20, 29-31, 33, 34, 50, 51].

Vposens yoedumenonocmu pexomendayuii C, yposens docmo-
eeprocmu dokasamenvcme — 4.

Kommenmapuu. HYacrora monmHpIXx M 9aCTMYHBIX HEINO-
CPE/CTBEHHBIX OTBETOB Ha CILUIEHOKTOMUIO COCTABJISIET
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80-88 %, monrocpounsix (Ha mpotskenuun 5 et u 6o-
anee) — 60-78 %. Yacrora penmausos — 20-33 %. Y 12—
19 % Goabubix cnsienskromus neaddextusna. Yacrora
ocaoxkHeHuit — 9,6 %, nosbien puck TpomboamboaMiA
u nndexknuii, ocobenno y Gonbubix crapue 65 ner [52,
53]. Jleransnocts cocrasasier 0,2—1 %. [1pu rpomboruro-
nenuu Husxe 20,0x10%/1, conposox patomeiics remopparu-
YeCKMM CHMHAPOMOM, PEKOMEHJYETCs MOATOTOBKA K OIle-
pauun (mysbc-tepanus mernanpeaHusoaonom 500-1000
mr/cyt 1-2 uacoBbix BHyTpuBeHHBIX uHpY3UH 3 AHS;
npenaparst u3 rpynnst BBUI' sBuyrpusenno 1 r/kr mac-
cbl Tena (cyTouHas 103a) B TedeHMe 2 [HEH; COYeTaHHOE
npumeHenne merunnpeanusosona u BBUI). B nacros-
11ee BpemMs HeT YeTKMX KJIMHUKO-1a00paTOPHBIX NPearK-
TOpoB 9 PEeKTUBHOCTH CIUIEHIKTOMUU. Bpibop mesxmy
aBymsi merogamu tepanuu nepcuctupyromwenn MTIT 2-i
JVHUU — CIUIEHOKTOMUEH, CTUMYJISITOPOM remornoasa (a1-
Tpombornar) uay remoCTaTUYECKUM CPEACTBOM (pPOMUILIO-
CTHM) — OIPEEsIeTCSl HE TOJIBKO MEIAMUUHCKUMU I10-
KasaHMsIMM, HO U npeanodrenusimu coavubix [9, 20, 25].
B ciayvae BOSHMKHOBeHMS penMAMBA IMOCJE CIJIEHIKTO-
munu caepyer nposectu ¥ 3U nnu KT opranos 6promnoii
ITOJIOCTU TSI TIOUCKA J00aBOYHOM CeJIe3eHKU, BO3MOXKHO,
cnposouuposasieii peunaus [64]. Cnsnenskromus pe-
KOMeH/yeTcsl He paHee uyem 4epes 12—24 mec. ¢ momeHnTa
YCTAHOBKM [MAarHo3a B CBSI3U C BEPOSITHOCTBIO PEMUCCUU
nnu crabumusamun [9].

Tepanus nepcucmupyroweia ATI 5-it nunuu

Pexomennyercss npu norepe orsera Ha Tepanuio 2-i
aunuu Goapueim ¢ nepcuctupytomeii VITIT npumensts
putykcumab nis nocruskenus apdexra repanum [9, 55—
65].

Vposens yoedumensnocmu pexomendayuit B, yposens docmo-
éeprocmu doxkasamervems — 2.

Kommenmapuu. Ilpenapar putykcumab He 3apeructpu-
posau ass nedenus: VITII, onnaxko moxxer ncnonbsoBars-
CSl IO YKM3HEHHBIM MMOKAa3aHUSM I10 PelIeHUI0 BpaueOHOMH
KOMUCCUMU M NPU HAaJU4Mu UH(OPMUPOBAHHOTO COTJa-
cust GosnpHoro. Dddextusen y 60-80 % GoapubIX, MOJI-
ubiil orBer pocruraercs y 38,0 %, nenonusii — y 19 %
6onbubix. Bpems orsera cocrasaser 1-8 nen. Y 21-38 %
GONBHBIX CTAOUJIBHBIA OTBET COXpAaHSeTCs Ha MPOTS-
skenumn 3-5 ser. Yacrora peuuausa uepes rop u Gosee
nocse nosHoi pemuccun — 31 %, mocse HemonmHOM —
53 %. llpeniecTrBoBaBIIaAs CIVIEHOKTOMHUS HE OKA3bIBAET
BAUAHUS Ha 5(PPEeKTUBHOCTb Tepanuu PUTYKCHUMAOOM.
[Tokasanus k HazHaueHU0: HedPEKTUBHOCTD MPEAbIAY-
IUMX METOAOB JIEYEHU ], IPOTUBOIOKAZAHM SI/OCTIOKHEHU ST
tepanuu | u 2 1uHUMA, 0TKa3 GOJBHOrO OT CHJIEHIKTOMUM.
IIporuBonokasanusi: XpPOHUYECKUN BUPYCHBIA TI€NaTUT
B. Pewenue o HeobxogumocTu nposeneHus: Tepanuu pu-
TyKCHMMabOM NPUHMMAETCS WHIMBUIYAaJbHO BpadebHOM
Komuccueil npu cornacuu GoawsHoro. Vmeercs puck pe-
aKTMBalMM BUpyca renarura B npu nevenun purykcuma-

60Mm, 4TO TPEOYEeT AMHAMUYIECKOTO KOHTPOJIS [10, BO BPEMSI
u nocJuie Tepanun. Pasosas nosa putykcnmaba cocrasisier
375 mr/m* (B cpennem 500 mr BHyTpusenno). Hacrora sae-
neHust — | pas B HefeJsO; AIMTENBHOCTL Kypca — 4 BBe-
nenus. Vimerorcs coobiienus 06 aabTepHATUBHBIX PeXKU-
max posuposanust: 1000 mr 1 pas B 2 nen. nau 100 mr 1 pas
B Hepeno B Teuenue 4 nenens [9, 11, 15, 25, 64, 65].

Tepanus boronoix xponuueckoir MTT1
(dnumensrnocme bonesnu boree 12 mec.)

Pexomenpyercss HaunHaTh Tepanuio OOJBHBIX XPOHH-
geckoit MTII npu rtpombouunronenun <30,0-50,0x10%n
C remMoOpparMyecKMm CHUHApPOMOM (B KayecTBE OCHOB-
Horo ompepenswomero $akropa) U TPOMOOIUTONEHUU
<20,0x10%/n Ges remopparuyeckoro cuHApOMa ISl IOCTH-
>xenus adpdexra repanuu [9, 11, 15, 25].

Vposens yoedumensrocmu pexomendayuii C, yposens docmosep-
nocmu dokasamenscme — 3.

Kommenmapuu. OcHoBHBIM KpuTepuem HasHAYeHUS
JIEYEHUS SIBJSIETCS HAJMYME W BBIPA’KEHHOCTb IeMoppa-
rMYeCKOr0 CHHAPOMAa, & He TOJIbKO TPOMOOLMTOMEHUS.
[Toaxonpr k Tepanuu xponunueckoit gopmer UTIT npen-
cTaBjIeHBI B Tabauie 3.

Tepanus 6ononoix xponuueckoic MTII 1-i nunuu

Pexomenayercss nHaumHaTh Tepanuio GOJIBHBIM XPOHU-
yeckott VITII 1-it nunuu nns nocrusxenus adpdexra Te-
panuu Nnpu OTCYTCTBMHM KaKOW-TMOO Tepanmuu B TeYeHHe
1 rona u Gosiee mocse yCTaHOBJIEHUS AMATHO3a MPU I10-
SABJEHUYU NOKA3aHUN K Tepanuu: reMOpparu4ecKuil CHH-
apom c¢ tpombonuronenueir <30,0x10°1, TpombonuTone-
nus <20,0x10°/n 6es remopparuueckoro cunapoma. ['KC
u BBUI' — nasnavaror B mosax, Kak npu BHepBble quAar-
HocTuposanHoit u nepcucrupytoweit VITII [9, 11, 15, 25].

Vposeno yoedumensnocmu pexomendayuit C, yposens docmo-
eeprocmu dokasamenvcms — 3.

Tepanus borsnoix xponuueckoir MTI 2-it aunuu

Pexomenayercss HaumHaTh Tepanuio XPOHMYECKOU
WTII 2-it nuany GONBHBIM NpPU MOTEPE WJIM OTCYTCTBUU
orsera Ha tepanuio | muaun (I'KC wan BBUT) pna no-
crrkenus adpdexra repanuu [4, 5, 9, 11, 15, 24, 25].

Vposens yoedumenonocmu pexomendayui C, yposens docmo-
éeprocmu dokazamenvems — 3.

OCHOBHBIMU METOLAMU KOHCEPBATUBHOTO JIEYEHUST XPO-
nudeckoit VITII 2-i nunum siBasiroTcst cTUMynsiTop remo-
nos3a 2aTpPOMOONAr, remMocTaTuYecKue cpeactsa (pommu-
NJI0CTUM U aBaTpombonar).

Pexomenpyercst HagHaYaTh CTUMYJISITOP T€MOIOd3a dJI-
TPOMOOIIAT UM FEMOCTATUYECKOE CPEICTBO POMUIIIIOCTUM
6oabubiM npu HeaddexkTUBHOCTH Tepanuu 1-ii nuHUM,
ocnokHeHusx u nporusonokaszanusx k ['KC n BBUI,
OTCYTCTBUM BO3MOXKHOCTU IIPOBEAEHUS] CILIEHOKTOMMUU,
IUU1sl yMEHBIIEHUs PUCKA KPOBOTEYEHU S I€PE]] IIAHOBBIM
XUpypruyecKkum Bmemareabcrsom [35—48].
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Vposens ybedumenvnocmu pexomendayuii A, yposens docmo-
eeprocmu dokazamenvems — 2.

Kommenmapuu. [loser npenaparos (pomuniaoctum, aJ-
Tpombonar) MHAMBHU/YAJbHbI U TOJOUPAIOTCS IIyTEM 10~
CTENEHHOrO TUTPOBAHUS. AJIFOPUTM JIEUEHUSI AHAJIOTMYEH
repanuu nepcucrupyoweit UTII 2-it nuaun.

Pexomenpyercss HasHauarh remMoCTaTM4ECKOE CPEACT-
BO aBaTpombonar GosbHBIM Npu HedPDEeKTUBHOCTU Te-
panuu -1 TMHUM, OCTOXKHEHUSAX W MTPOTUBONOKA3AHUSIX
k 'KC u BBUI, orcyrcrBun Bo3MOXKHOCTU NPOBEAEHUS
CIJIEHOKTOMUM, [JISl YMEHBIIEHUS PUCKA KPOBOTEYEHMUS
nepe/ NJIAHOBBIM XHPYPrU4eCKUM BMELIATETbCTBOM, OT-
CYTCTBUM WJIM TIOTEPE OTBETA HA JieueHue 3 Tpombonarom,
POMUIJIOCTUMOM MJIM Ha crsienakTomumo [9, 24].

Vposens ybedumenvnocmu pexomendayuii A, yposens docmo-
éeprocmu dokazamensems — 2.

Kommenmapuu. Aparpombonar peiicTByer ObIcTpO:
Ha 8-#1 neHb Tepanuu TPOMOOIMTAPHBIN OTBET JOCTUTAET-
cs1y 65,6 % Gonbubix, Ha 28-i1 nenb — y 84,4 % GonbHbIx,
a nmosnubi orBer — y 71,9 %, B rpynne nnane6o — 0 %
(p < 0,0001). Jonrocpo4nplii OTBET C MEAUAHOMN KOJIUYE-
crBa TpomboruTos ot 50,0 no 150,0x10%/n B Teuenne 6 mec.
tepanuu ormevaercs y 34 % nuu. Crolikuil kKaMHUYeCKH
aHauumbli orBer (Tpombonuter 230,0x10%1 Ha nporsxe-
Huu 6 U3 nocaeaHUX 8 Henenb ocHOBHOM dhasbl UCcIe10-
Banus) umes mecto y 64,0 % GonpHbIX, MONyYaBILIMX aBa-
tpombonar, uy 0 % 6oapHbIX, nOMyYaBILIMX M1anebo [66].
B wuccaenoBanum mno nepexsoueHuio Ha aBaTpombonar
6onbubix ¢ xponnueckoit ITII npu norepe addexrus-
HOCTHM Tepanvy 3JTPOMOONAromMm MM POMUIIIOCTUMOM
TpombouuTapHselii oTBeT nocturaics y 86 % GonbHbBIX,
nosauelii orser — y 71 % [67]. ABarpombonar BeimyckaeT-
cs B TabnetruposanHoii popme (20 mr), npunumaercs oa-
HOKPATHO BO BpeMsl €/1bl U He TpeOyeT OrpaHuYeHni B A1~
ere. Boamorken npuem npenapara B M3MeJbY€HHOM BUJE.
Pexomennyemas HauaspHasi 103a mpenaparta COCTaBJISIET
20 mr (1 Tabnerka) opun pas B nenb. Pexxum nosuposa-
HUS Ipenapara KOPPEKTHPYETCsl MCXOAS U3 KOJIUYEeCTBA
tpombouuros. He crepyer mpesbiare cyrounyio nosy

40 mr [9, 24].

HaI/I6OJIee 4aCTbIMUA HEXeJ1aTCJIbHbIMU ABJICHUAMU

opu nnpueme aBanOM6OHaFa ABJAKOTCA: T'OJIOBHAS 60JII), HNH-
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bekLMM BepXHUX [bIXaTeJNbHbIX ILyTel, apTpaJjruu, obrmast
c1ab0CTh, KPOBOTOYMBOCTD [IECEH W NETEXUAJIbHAS ChHIIb,
HOCOBBIE KDOBOTEUYEHH s, 9KXMMO3bl. Jacrora Bcex nepeun-
CJIEHHBIX HE)KeJIATEJbHbBIX SIBJEHUI, CKOPPEKTUPOBAHHAS
[0 JJIUTEJBHOCTU TEPAINHU, COMOCTABUMA WJIN HHUXKE, YeM
B rpynne naane6o. Beipaskennoii renatorokcuunoctu asa-
Tpombonara He sapeructpuposano [66, 68], mocTosHHBIH
mouuTopuHr ¢yHKIMU neyenu He Tpebyercs [9, 24], npe-
napar 3aperMcTpUpOBaH AJs KOPpPeKLuu Tpombounurorne-
HUY y OOJBHBIX C XPOHUYECKUMHU 3a00IEBAHUSIMU NTEYEHU
NpU NOArOTOBKE K IVIAHOBOM MHBasuBHOU npouenype [69].
Cxema nopbop MHAMBU/YAJIBHOM 03Bl Npernapara npuse-
AeHa Ha pucyHke 3 u tabauue 6.

Tepanus bononoix xpornuuecxoi HTII 5-i aunuu

Pexomenpyercss purykcumab GOJbHBIM XPOHUYECKOH
NTII: npu norepe orsera unu npu HeadpdekTUBHOCTH Te-
panuu 2-it tuHUK AJs goctrokenus pemuccuu [9, 556—65].
Vposens yoedumenvnocmu pexomendayuii B, yposens docmosep-
nocmu dokasamenscmas 2.

Kommenmapuu. Ilpenapar putykcumab He sapeructpu-
posan nis neuenus: VI'TII, oqnako moxxer ncnonssoBarsest
O pelleHnIo BpadeOHONH KOMHUCCHM M MPHU HAJTUYMMU WH-
dopmuposannoro cornacus GoapHoro. [losa, cxema, niau-
TEJBHOCTb KypCa JIEYeHUs U NMPOTUBONOKA3aHNUS — aHa-
JIOTMYHBI ONIMCAHHBIM BBhIIIIE.

Pexomennyercs neueHne 6obHBIX XpOHUUYECKOH U ped-
pakrepuoit ITII 3-it iuaun gpyrumu nporusoomnyxose-
BBIMM CPEACTBAMM M MMMYHOJENPECCAHTAMU NpHU Hedd-
(beKTUBHOCTY MM NOTEPE OTBETA HA Tepanuio 2 U 3 TUHUH
nas poctrskenus pemuccuu [4, 5,9, 11, 15, 25, 70].
Vposens ybedumenvnocmu pexomendayuii C, yposens docmosep-
Hocmu dokasamenscme — 5.

Kommenmapuu. Jledenme npoBoasiT 1mo MHIAMBULYAJIb-
HbIM nporpammam. Asroputm He paspaboran. BapuanTs
Tepanuu NnpejicTaB/eHbl B Tabauue 7.

Tepanus 6orvnoix pegppaxmeproid MTII
Kombunuposannas mepanus

Pexomenpnyercss nposenenue seueHust 6osnbHBIX ped-
paxreproit ITII npu Hanumany nokasaHuil K Tepammu mo-
cJjie moTepu oTBeTa UK Hed(PpHeKTUBHOCTH CIIEHIKTOMU U

Tabnuua 6. Tutposanme noss asatpombonaray 6onbHbIX nepenyHoi xpoHudeckon T

Table 6. Avatrombopag dose titration in patients with primary chronic ITP

Dosa / Dose
40 wmr, 1 pas B cytku / 40 mg once daily

40 mr, 3 pasa B Hepenio u 20 Mr B 4 oCTABLUNXCS AHS KAXKAOK Hepaenu

40 mg 3 times a week and 20 mg during 4 remaining days of each week
20 mr, 1 pas s cytkn® / 20 mg once daily™
20 mr, 3 pasa s Hegento / 20 mg 3 times a week

20 mr, 2 pasa s Hegenio MJTM 40 mr, 1 pas e Hegenio / 20 mg 2 twice a week OR 40 mg once a week

20 mr, 1 pas B Hegento / 20 mg once a week

' Yposeb nosel / Dose Level
6

5
4
3
2
1

I'IpvlmeleMe. * HauanbHas A030a Ang scex 60ﬂbeIX, 3d UCKJTIOYEeHUEeM NoNyHarLlWnx ymepeHHble Uin cujiibHble HBOFIHbIe WHAOYKTOPBbI, NJIK YMEPEHHbIE NN

cunbHble ABOMHbIE MHIMB6UTOPBI 30depmertos CYP2C9 u CYP3A4/5, unu tonbko nsopepmenta CYP2C9

Note. * Initial dose for all patients except those receiving moderate or strong dual inducers or moderate or strong dual inhibitors of CYP2C9 and CYP3A4,/5, or CYP2C9 only.
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Y APYTHUX NPEALIECTBOBABIIMX METOAOB KOHCEPBATUBHON
repanuu 1-i u 2-i niuHMK 1o goctrokenus pemuccuu [9,
11, 15, 25, 70].

Vposens yoedumensnocmu pexomendayuit C, yposens docmo-
éeprocmu dokasamensems — 5.

Kommenmapuu. Pedpaxrepnas dopma UTII xapakrepu-
3yeTCs TSKEJIbIM TE€UEeHUEM U MOCTOSHHON NOTPEOHOCTHIO
B cnenuduueckoii repanuu, perucrpupyercsy 25 % 60mb-
ubix xponuueckoil ¢opmoit UTIIL. Tlpu pedpaxrepnoit
NTII wame npumeHsI0OT KOMOMHUPOBAHHYO TEPAITUIO —
coueTtanue AByX u bosee npenaparos. K nanbosnee wacro
HCHOJIb3yeMbIM CXEMAM OTHOCSITCS: PUTyKcMMab B pas-
JUYHBIX 103aX (OT CTAHAAPTHBIX [0 AaJIbT€PHATHUBHBIX)
c I'KC B unnusunyansueix nosax [71-74], anrpombonar,
aBarpombonar nnu pomumioctum ¢ ['KC. Ilpu nepsona-
9aJbHO COYETAHHOW TEPANNU CTUMYJSITOPOM TeMOIO0d3a
niau remocrarndeckum cpeacreom ¢ I'KC npu nocruoke-
Huu konmvectsa Tpomborutos 100,0-200,0x10%n cravana
npoussoaat ormeny ['KC, sarem — orpaborky mnausu-
AyaJbHOM /103bl dTpombonara, aparpombornara UM po-
munaoctuma [9, 24].

Kommenmapuu. Pedpaxrepuas dopma NTII xapaxrepu-
3YETCS TSIKEJIBIM TEYEHUEM U MOCTOSHHON MOTPEOHOCTHIO
B cnenuduueckoii repanuu, perucrpupyercsy 25 % 60mb-
Heix xponuueckoii dopmoit MITIL. Ilpu pedpaxreproii
NTII yaie npumeHsI0T KOMOMHUPOBAHHYIO TEPAIIUIO —
coveranue 2-x u 6osnee npenaparos. K nanbonee yacro uc-
HOJIb3yEMBIM CXEMaM OTHOCSITCS: pUTyKcumab B nose 375
mr/m? (8 cpentem 500 mr BHyTpusenno) 1 pas B negesio
4 e>xeHenenbHbIX BBeeHus. | Ipumensercsa B nabix posax:
1000 mr 1 pas B 2 Hen. nnu 100 mr 1 pas B Hepesto B reuenue
4 mepens [9, 11, 15, 25, 64, 65] B kombunanuu ¢ I'KC: gex-
camerazon 28 mr/m? (makcumasnbnas nosa 40 mr/cyr) —
Tpu 4-gueBHbix Kypca B 1-4, 156-18 n 29-32 nuu [71-74].
Bosmo>kHO mnpumeHeHME POMHIIOCTMMA B COYETAHUM
¢ npegHusonoHom B pose 2,56-5 mr/cyr [9]. Ilpu nepsona-
9aJbHO COYETAHHOW TEPAaluy CTUMYJSITOPOM TEMOIO0d3a
uiau remocrarndeckum cpeacrsom ¢ 'KC npu nocruske-
Huu xonuvectsa rpomboruros 100,0-200,0x10%/n cnauana
npoussoasat ormeny 1'KC, sarem — orpaborky mHamnsm-
AyasbHOM 03Bl 9aTpoMbONara, aparpombonara uam po-
mumtocruma [9, 25]. Asnropurm neficTBusi npeacTaBieH
Ha pucyHKe 4.

Obesborusanue

PexomenayeTcst npy BOSHUKHOBEHMU OCTPOTO UJIH X PO-
HHMNYECKOTrOo 60HeBOFO CI/IH,ELpOMa mocJie yTOquHI/IH ero
STUOJIOTUM NpOBejileHue 00e300aMuBaoIIell Tepanuu Cco-
[JIACHO CyIIECTBYIOUIMM IPOTOKOJIam 00e30onnBaHus,
B TOM 4YMCJI€ IIO ITIOKa3aHUIAM — C HPHMeHeHI/IeM HaPKO-
THUYECKUX U HCI/IXOTPOHHBIX ﬂeKaPCTBeHHBIX HpeHaPaTOB,
C y4eTOM BO3MOYKHBIX POTUBONOKasanui [75].

Yposens yoedumensnocmu pexomendayuii C, yposens docmo-
seprocmu dokazamenscme — .

He peKOmeH;(yeTCSI HPI/IMeHHTI) J'IeKapCTBeHHbIe Hpe—
HapaTLI a3 prHHbI HeCTePOI/I]IHI)IX HPOTI/IBOBOCHaJII/I-

TeJbHBIX MPENapaToB B CBS3U C PUCKOM KPOBOTEYeHUH
BCJIEACTBHE yCyTybyleHnsl TPOMOOILMTONEHUY, UX [€3ar-
PEranMoHHOr0 M aHTUKOATYJSHTHOTO AEHWCTBHS, a TaK-
>K€ M3bSA3BJIEHUS CJIUBUCTON IKEJLYyJAOYHO-KHUIIEIHOIO
tpakra [76].

Vposeno ybedumensnocmu pexomerndayuii C, yposens docmo-
seprocmu dokasamenvems — 4.

Pexomenpnyercs Gonbupim T B pamkax aucnancep-
HOro HabJIIo/IeHN s AMHAMUYECKOe HAabJII0/IeHre y TeMaTo-
nora ags npogunaktuku penuausos [11].

Yposens ybedumenonocmu pexomendayui C, yposens docmo-
éeprocmu dokasamenvems — 5.

Kommenmapuu. T'padux pucnanceproro HabsropeHust
YCTaHABIMBAETCS WHAMBU/YAJIbHO Ka’>k/bIM TeMaTOJOroM
[JISl KaXKI0ro OOJIBHOTO B 3aBUCHMOCTH OT TSIXKECTU Teve-
Hus 6onesnu. [lpu noctmrkenun pemuccun pexkomeHayer-
Cs1 KOHTPOJIb 1-2 pasa B roz ¢ mocsefyommum ypexxeHruem
yacTtoTsl Bu3uToB. Heobxonumo cobmropars npeanucanus
remMaToJiora o JIEYEHUIO, He 3aHUMATHCSl CAMOJIEYEHUEM,
usberath NpoBoLUpYOIKX 3abosneBanre PaKkToOpoB, orpa-
HUYUTb UHCOJSIIIUU U PU3HUOTEPATIEBTHYIECKHE METObI Jle-
4YeHUsl, MPOUTH KypPC OOy4YeHHUs CaMOCTOSTENbHBIM CHOCO-
6am sieueHusi remopparuudeckoro cunapoma. XenareasHo
M3MEHMTDb BUJbI U YCJIOBUS TPYAA HA HEBPEAHBbIE U 0bJer-
yennble. K Bpennoii otnocurcs pabora, cBsizaHHas ¢ TsxKe-
JABIM (PUBMYECKUM TPYAOM M 3HAYUTEJIbHBIM HEPBHO-IICH-
XUYEeCKMM HANpsOKEHUEM, BO3AEHCTBMEM TOKCHYECKUX
areHTOB, BUOpanuu, NpebbIBAHHUEM HA BBICOTE, OOCILY )KUBa-
HUEM IBVKYIIMXCS MEXaHU3MOB, BOXKAEHUEM TPAHCIOPT-
HBIX CPEJCTB, AUCHeTYePCKUe MPodeccuu U T.I.

Opranuzanus oxkazaHus MeIALUHCKON
IIOMOLIA

Bonsmunacteo Gompaeix MTII (3a uckmouenuem Ts-
>kesbix (opm 3abosieBaHUSI) MOTYT IMOJydYaThb JieueHHUe
amMOyJIaTOPHO, OHM HEe HY’KAAITCS B TOCHUTAJM3ALUU
IJ1s1 00C/Iel0BaHUSl, YTOUHEHUS IMArHO3a U KOHCEPBATH B-
HOIi Tepanuu B Je4eOHbIX 03aX.

Tloxkasanus dns naanoeoii zocnumanusayuu:

¢ xoncepsarusHas tepanus | KC B Beicokux nosax;

* xupypruueckoe neuenue VITII (cnenskromus);

® OCJIO)KHEHUS OT POBOAMMON Tepanuny;

® HaJaMYMe OTATrOIIAIIIMX COCTOSIHUE BOJIBHOIO COILYT-
cTBylOIUX 3aboeBannii;

® HecoburogeHe GOBHBIM J1e4eOHOrO peskuma B amOy-
JIATOPHBIX yCJIOBUSX.

Tlorasanus dns sxempennod zocnumarusayuu:

® remopparudeckuit cuaapom III-IV cremeny;

® rnybokas Ttpombouurtonenuss ne Gosmee 20,0x10%/n
NpY HAJIUYUU BBIPAYKEHHOI'O 'eMOPPAruYeCKOro CUHIPO-
Ma B aHaMHe3se.

Tlorkasanus k ésinucke boavrozo us cmayuonapa:

® yJydYlIeHHe COCTOSIHUSI OOJIBHOIO — KyNHpPOBAHUE
reMOpparuvecKoro CUHAPOMA;

® OKOHYaHME KypCa TEPANUHU IPU yCIOBUU YyILy YLIEHUS
COCTOSTHU ST GOJIBHOTO.
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Huere duazrnocmuuecrue uccaedosaris

s ouenky pyHKIMOHANBHOTO COCTOSIHU S BHY TPEHHUX
OPraHOB W BbISIBJEHUS COILyTCTBYIOIIEH MaTOJOTMU BCEM
6OIBHBIM HEOOXOAMMO MPOBOAUTH OMOXUMMUYECKUIT 0b1LIe-
TepaneBTUYECKUI aHaIU3 KPoBuU: 001 uMii 6esok, anboymu-
HBI, IOOYJIMHBI, MOYeBasi KUCJIOTA, XOJIECTEPUH, MOYEBHUHA,
KpeaTHMHWH, OnaupyOrnH obLui, NpPSAMOi 1 HENPSIMOH, Liie-

nounas docdaraza, acnapraramunorpancdepasa (ACT),

(AJIT),

tpancdepasa, nakraraeruaporenasa (JIJII'), ceiBoporou-

asaHnHamuHoTpaHcdepasa ramma-IryLy TaMHUJI-
HOe jKkeJle30, IMoko3a, Tupeorponubiii ropmon (TTT).

Ilpu oTaromenHoM TPOMOOTHYECKOM aHaMHe3€, HAJIM-
YUY arperaTos TPOMOOLUTOB B Ma3Ke KPOBU, HOPMaJIbHOM
arperanuu TpomMOOLUUTOB NpH I1ybOKoH TpombonuTorne-
HUM U1 BceM bepemMeHHbIM ¢ TpoMboLuTonenueii Heobxo -
MO OlpefiesieHre reHeTUYeCKUX MapKepos Tpomboduauu
C LeJbI0 MCKJIIOUEHWUs] HacJeACTBeHHOU Tpomboduauu
¥ TPOoMOOLUTONEHN N TOTPEOIEHNS BCJIE/ICTBUE OBBILIEH-
HOro TpomM600Opa3oBaHus. DTO BKJIOYAET: ONpPEAeJeHe
nonumopdusma G20210A nporpombuna B rene daxTo-
pa 1l cBepreiBanus kposwy, BoiaBiaenne myrauuu Gl691A
¢daxropa cBeproiBanus kposu V — Jleiinenosckas myTa-
uus, Boisiiaenue mytauuu rena SERPINE! waruburopa
axtusaropa nnasmusorena (PAI-1), BeisaBnenune myranun
G10976A ¢paxropa ceeproiBanus kposu VII, Bersasienne
myTanuu peuentopa unrerpuna anbda-2 (ITGA2), swi-
asnenue mytauun G(-455)A dubpunorena (FBG), soisas-
aeane myrtauuu T1565C (Leub9Pro) tpomboumrapuoro
dbaxropa ubpunorena (ITGB3-b), onpenenenue nonu-
mopdusma C677T merunenrerparugpodonarpenykrass
(MTHFR), peayxraser mernonun cunrerassr (MTRR)
u metuonuH cunrerasnl (IMTR).

[To kauHUYeckum MokazaHUSM, A/ AUATHOCTUKU CO-
Iy TCTBYOIIMX 3ab0sIeBaHUi, OKa3bIBAIOLIMX BJIUSHUE
na reuenue VITI], na passurue ocinoskHeHMIT Kak OT OCHOB-
HOro 3aboJieBaHusl, TAK U OT MIPOBOMMOI TEPAIHNH, PEKO-
MEH/LyeTCsl IPOBEIEHUE OTOJTHUTEIbHOr0 00CIe10BaHUSL.

Y GoAbHBIX C OTATOIIEHHBIM SI3BEHHBIM aHAMHE30M
WM KJAMHUYECKMMU TPOSIBJIEHUSIMU SI3BEHHOU 0OoJsie3HM
JKEJLyAKA W ABEHAALATUIIEPCTHON KUIIKYU U Iepej Ha3Ha-
uyennem ['KC repanuu pexomennyercs asodaroractpony-
O/IEHOCKOTTH S1.

Bcem 6osbHBIM ¢ TPOMOOLMTONEHUSAMU MOKA3aHO BbI-
nonrenue Y3V mmTOBMAHONM Kesesbl, onpeaesieHUe
yposueit TTI' B kpoBuy, a npu HaIMIUKU IATOJOTUN — KOH-
CyJIBTalUs 9HOKPUHOJIOTOM.

Kenmpnamu ¢ meHo- M mMeTpopparusimu, >KeHIIMHAM
crapute 60 sleT MM C OTATOLIEHHBIM M'MHEKOJOTMYECKUM
aHaMHE30M HEOOXOAMMA KOHCYJIbTALU Sl AKy Llepa-THHEKO-
JIOTa U OHKOJIOTA [IJ1s1 UCKJIFOYeHU sl OHKOJIOTUYeCKUX 3a00-
JIeBaHUH, MPOTEKAIONUX C TPOMbOIIUTONEeHEH.

Mysxannam crapue 60 et MM ¢ OTArOIEHHBIM Y POJIO-
rMYeCKMM AHAMHE30M IMOKas3aHa KOHCYJbTALMs ypOJIora
[J1S1 UCKJIIOYEHUS] OHKOJIOIMYeCKUX 3abosieBaHUii, npoTe-
KAIOLUMX ¢ TPOMOOLUTONEHNEH.

[lpu Hanuuuu y GONBHBIX KIMHUYECKUX TMOKA3aHUH
WJIM OTSATOIIEHHOro aHaMHe3a 1o APYyTruM 3aboseBaHUAM
Heo0OX0IMMO NpoBesieHue 06cIe0BaHMSI 115l UCKJIIOYEeH U ST
OHKOJIOTMYECKMX 3a00seBaHU i, NPOTEKAIOLIUX C TPOMOO-
nuronenueil (CM. COOTBETCTBYIOLIUE KIMHUYECKUE PEKO-
MEHIAIMN).

bepemennocts

Npnonarnueckass TpombouMTONEHUUYECKast —ILypILypa
MO>KET 1e0I0THPOBATh BO BpeMs OEpPEMEHHOCTH, PeLu/u-
BupoBars mwin yxyamarscs y sxeHmuH ¢ VITII B anamuese
[9, 11, 15, 24, 77-79]. Bepemennocts xenmmnam ¢ VITII
HEe MPOTHBOIIOKA3aHA, HO >KeJIATeJbHA B COCTOSIHUM pe-
MHCCUM U KJIUMHUKO-IeMaTOJIOTMYECKOH KOMIIeHCAIIUU
NTII, a raksxe npu nerxoit ¢popme 3abosieBanusi, He Tpe-
oyroweit seuenus [7, 9, 36-37]. Bepemennocts He peko-
MEH/LyeTCsl IPU PE3UCTEHTHBIX U pedpakTepHbIX popmax
WTII ¢ remopparnyeckum CHHAPOMOM TSI>KEJIOW CTEIEHU
[9, 11, 15, 24, 77-79]. I1pu UTII nenbas npepoiBars Gepe-
MEHHOCTb 0e3 HaAMYUs aKyIIePCKUX MOKAa3aHUN TOJIBKO
13-3a TPOMOOLIUTONEHUYN U FeMOPPArM4eCcKOro CUHAPOMA.
[Inanuposanue GepemMeHHOCTM — OAHO M3 BaXKHEUIIMX
ycJoBuii ee 6iaronosyaHoro tedenus [7, 9].

Hugdepenyuaroneii duaznos HTII ¢ musneyeponcarwowumu
cocmoanuamu 6 axyuepcmee. Tpombouutonenus y oGepe-
MEHHBbIX HabJI0/laeTCsl MPU LIMPOKOM CHeKTpe 3abose-
BAHUM U COCTOSHUM remMaToJIOrMYeCKOM N HeremaroJio-
rMYeCKOM NPUPOAbL: TecTallMOHHAs TPOMOOIUTONEeHUSs
(sBapuant nopmsr), UTII, Tun 1l Gonesnn Bunne6panna,
TPOMOOTHYECKME MUKPOAHTUONATHU, TsixKkesble (OPMBI
npeskaamncuu u HELLP-cunapoma Benencrsue mukpo-
COCYIUCTBIX TPOMOO30B KaK MPOsIBIEHUN TpomboTHue-
ckoit mukpoaunruonaruu [80-82].

C uenbo NpoduAAKTUKU MATEPUHCKON CMEPTHOCTH,
CBOEBPEMEHHOCTHU U aJeKBATHOCTU TE€PAINU JKUBHEYTPO-
JKAIMX cOCTOSHUM nuddepeHnnaNbHy 0 TUATHOCTUKY
TpOMOOLMTONEHUI CJlefyeT MPOBOAMTH BCceM bOepemeH-
HbIM CO CHHMIKEHMEM KOJIMYecTBa TpombouuTos OGosee
25 % ot ucxonnoro [80-82].

Bedenue bepemenriocmu y scenugun ¢ ATIIL Bee 6epemennbie
skenmuHbI ¢ VITI nomsxHaBI HaxomuThCs 110 COBMECTHBIM
AMHAMUYECKUM HaOJIOlEeHMEM y aKyllepa-ruHEKO0JIora
u remaroJora. B npouecce nHabiopenns Ha nepBbIA NIaH
BBIXO[UT aKyIIEPCKUIi CTATYC, 3aTeM COCTOsSIHUE GepemeH-
HOIi (reMopparm4yecKkMii CMHAPOM, KOJIMYECTBO TPOMOOLIU-
TOB, KOMOPOUAHOCTD). HacToTa MHaMuueckoro HabIIOe-
HMs JOJDKHA cocTaBasath | pas B 1-2 men. [7, 9].

Bepemennnim ¢ tsxenoit, pesucrentnoit ¢popmoit VITIT
HeOOXOAMMO MPOBe/ieH e JeYeHU s B KAYeCTBe MOrOTOBKHU
K 6epeMeHHOCTH, a TaK Ke MJIAHUPOBAHUE €€ HACTYIJIEHUSsI
Ha NEPUOJ, PEMUCCHUU WM KJIUHHUKO-T€MATOJIOrMIECKON
komnencauuu |7, 9, 24, 77, 78].

Jlewenue bepemenneix c MTII 1envro repanvu 6epemeHHbIX
c UTII aBnsercs moBbIIeHNe KOJIUYECTBA Tp0M6ounTOB
10 MUHUMAaJIbHBIX 3HAYeHUH, obecreuynBalommux besomnac-
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HOCTb BbIHAIIMBaHUs U popopaspewtenus. [lokasanusmu
K Has3HAYEHWIO TEPAINUM SIBJSIIOTCS Te€MOPPArMyYeCKUi
CHH/POM PA3JIMYHON CTENEHU BBIPAYKEHHOCTH MPU KOJIH-
gectse Tpombouutos menee 30,0x10%/n nnu rpombouuTo-
nenus menee 30,0x10%/n Ges remopparuueckoro cunapoma
[9, 11, 15, 77].

Bepemennnim ¢ VITII B cocrosnum pemuccny minn Kiau-
HUYECKOIM KoMIeHcauuu (OTCYTCTBHE reMOPParuuecKoro
cunapoma u rpombonute soimre 30,0-50,0x10%/1) mokasa-
HO TOJIbKO AMHAMMYECKOE HAOJIOEHHE C AHTHOMPOTEK-
TopHoi u purorepanwueii [7, 9, 11, 15, 24].

[Ipenaparsl, ucnonbayemble s Tepanuu GepemMeHHBIX
c¢ UTII, ananoruunsr tem, 4To u y eHumuH 6e3 Gepe-
mennoctu: ' KC, BBUI, ux coderanue, CrieHIKTOMUS
(penxo B I u Il TpumecTpsl o BUTANBHBIM MOKA3AHUAM).
Hasnauenne ['KC no cpoka 6epemennoctu 16 nen. nesxe-
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/. Kosanesa JII,

TpombBounTonenmyeckas nypnypa (MTM) esapocawix. [Nepeuunas ummyHHas
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Q. Provan D., Arnold D., Bussel J.B., et.al. Updated international consensus re-
port on the investigation and management of primary immune thrombocytope-
nia. Blood advances. 2019; 3(22): 3780-808. DOI: 10.1182/bloodadvanc-
es-2019000812.

10. Kurokawa T., Ohkohchi N. Ohkohchi. Platelets in liver disease, cancer and
regeneration. World J Gastroenterol. 2017; 23(18): 3228-39. DOI: 10.3748/
wig.v23.i18.3228.

11. Protocole national de diagnostic et de soins (PNDS) Purpura thrombopenique
immunologiquede I'enfant et de I'adulte. Haute Autoritéde Santé — Mai 2017,
73 p.

12. Carneiro-Sampaio M., Moraes-Vasconcelos D., Kokron C.M., et al. Primary
immunodeficiency diseases in different age groups: a report on 1,008 cases from
a single Brazilian reference center. J. Clin. Immunol. 2013; 33(4): 716-24.

JlaTesIbHO, U OCHOBHBIM JIe4eOHBIM MpernapaTom siBJseTCs
BBUI. Crumynsrop remonossa (sarpombonar) uim re-
MocTaTuueckoe cpeactsa (pomunaocTum, aBarpombonar),
puTykcumab W Apyrue MPOTHBOOILYXOJIEBbIE CPECTBA
Y MMMYHOJENPECCAHTBI HE PEKOMEH/YIOTCSI M3-3a PUCKa
reparorennocru [7, 9, 11, 15, 24].

Kommenmapuu: CornacHo coBpeMEHHBIM MeXyHaPOA-
HBIM PEKOMEHJALMAM ArOHUCTHI TPOMOOMOATUHOBBIX pe-
LENTOPOB MOXXHO PacCMaTPUBATh KAK BAPUAHT TEPAIUU
Ha TMO3JHUX CPOKaxX OEpeMEHHOCTH, KOTAa ApyTue Bapu-
antel Tepanuu Headdextusner [9, 83, 84]. Puryxkcumab
NPUMEHSIETCS 0 U BO Bpemsl OepeMeHHOCTH, OHAKO Jie-
YeHUe JaHHBIM IPEerapaTom CBSIBAaHO C PUCKOM IepHHa-
TaJbHON M HEOHATAJbHOW MMMyHOCynpeccuit u uHdek-
uuit [85]. Anroputm BeneHuss GepeMEHHOCTH U POAOB
npu UTIT npencrasnen rabanue 8.
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