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s Onpeaesrenue:

= TpomMOormTONIEHHUA - 3TO CHHKEHHUE KOAMYIECTBA
TpombormTos MeHee wem 150%107/A.

= | paHUIIEI HODMAABHBEIX 3HAUYEHUU KOAUYIECTBA TpOM6ouHTOB

150 - 400%10°/ A.

s [IpuHATO ACAWTH TPOMOOIMTOIIEHHUH IIO CTEIIECHU
TAKECTH CACAYIOIITIM OOPa3OM:

aerkas Tpombormronernus - ot 100 a0 150%10°/a,
yMeperHas TpoMbormTonenus - ot 50 Ao 100X107/ A,
TSDKeAas TpombormroneHwus - meaee 50X 1 0°/A.



DTHOAOTHS

s DTHOAOTHYECKH TPOMOOITUTOIIEHUN
IIOAPA3ACAAFOTCA HA 3 OCHOBHBIE I'PYIIIIBI —

= -YCKOPEHHBIN PACIIaA UAU HOTp€6A€HI/I€
= - CHIDKCHHAS ITIPOAYKITHA

= - CEKBecTparus (ACIIOHUPOBAHIIE)



DTHUOAOTUS

YCcKOpeHHOE pa3pyHI€eHIEe TPOMOOIIUTOB HAU
oTpedAeHHuE (COIIPOBOKAACTCA YBEAMIECHUEM KOAUTIECTBA

METraKapHUOIIUTOB B KOCTHOM MO3Ie€):

VIMMyHHBIE TPOMOOIIMTOIICHUN: HAUOIIATHYICCKIC U
CHMIITOMATUYECKUE (HAIIPUMEDP, UAUOIIATUIECKAsA
TpoMOormTonnennaeckasd nypiypa (MTTI),
TPOMOOITUTOIEHHA IIPU CUCTEMHON KPACHOM BOAYAHKE

(CKB));
AncceMIHIPOBAHHOE BHYTPUCOCYAUCTOE CBEPTHIBAHUE
(ABC);

Muxpoararnonatnu (Hanpumep, HELLP-cuaapom, AFLP,
TTTL I'VC);

I'ecranmmonnas tpomoormrorrerns (I'T)
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Understanding ITP pathophysiology will
help us to find new therapeutic strategies

Steps

Loss of tolerance

Cleaving of platelet Ab by APC
celland express on APC cell

APC-Th cell-B cell interactions

B cell differentiation and
Ab production

Ab opsonize platelet:
pathologicalloop

Additional steps

e T-cell-mediated platelet
destruction

Impaired megakaryocyte
production

Stasi R, et al. Thromb Haemost 2008;99:4-13




DTHOAOTHS

s CHmwxenue o0Opa3zoBaHUA TPOMOOIITOB
(COIIpPOBOXKAAECTCA YMEHBIIICHUIEM KOAUYIECTBA
METaKapUOIINTOB B KOCTHOM MO3Te€):

= /\elikemus, amaacTIYIECKas aHEMUA, ACOUITUT
dOAmEBONT KUCAOTHI, IIPHEM MEAUKAMEHTOB,
BUPYCHBIE HH(DEKIIHU.

. AeHOHMPOBaHI/Ie — HAKOIIACHUE TpOM6OL[I/ITOB
B YBCAI/I‘ICHHOI\/’I CEeAE3CHKE

= IIpu nuppose, AmM@omax, boaesHu [omre n
T.A.



AMArHoCTuKAa



Anargocruka ATITI

Amamues

HNTII — AMarao3 NCKAIOUEHUA.

TpoMOOIIITOIEHNH MOTYT OBITH OOYCAOBACHBI
MHOTOYHNCACHHBIMI ITIPUINHAMU:

= AYTONMMYHHAs TPOMOOITUTOIICHUS MOKET Pa3BUBAETCS
Ha porne BNY-nnadexnmn, BUPyCHOTO remaTuTa,
APYTUX HHQEKITNH, 4 TAKKE aYTONMMYHHBIX
3200 AEBAHUN, TMMYHOAE(UITUTHBIX COCTOSHNI
(BKAFOUYAsl CHCTEMHYIO KPACHYIO BOAYAHKY),
AIM@POIIPOANPEPATUBHBIX 3200AEBAHUN, ITOCAE
BAKITUHAITA,

= 3200A€BAHUA IIEYECHUA (BKATOUA AAKOTOABHBIN ITUPPO3
IICYCHN);



Anargocruka ATTI

IIPUIEM ACKAPCTBEHHBIX IIPEIIAPATOB,
3AOYIIOTPEOACHNE AAKOTOAEM, YIIOTPEOACHIE
XUHAHA (B T.9. B HAIIUTKAX), BOSACHCTBUE TOKCHHOB;

3200AEBAHUA KPOBU (MIEAOAUCIIAACTIIECKIH
CHHAPOM, ACHKEMHUH, (PHOPO3 KOCTHOTO MO3Ta,
ATTAACTHYECKAA AHEMUSA, METAAOOAACTHAS AHEMHH,
METACTATUYIECKOE IIOPAKEHUE KOCTHOTO MO3TI4);

TPAaHCPY3UH KOMIIOHEHTOB KPOBH
(mocTTpaHCcdy3NOHHAA HYPIYPA);

BPOKACHHAS TPOMOOITUTOIIEHUS (HAIIP. CHHAPOMBI
Buckora Oaapuaa, beprapa Cyase, tumr IIb 6oaezun
Buaaeopanaa u Ap).



Anargocruka ATITI

O0BeKTUBHOE 00OCAEAOBAHUE

- Kamamaecknm niposisaernem VITI aBaseTcs TOABKO
TEMOPPATHTIECKOTO CHHAPOM IIO THUITY ITeTEXHAABHO-
IIATHUCTOU KPOBOTOYMBOCTHU

» VY MOAOABIX HAITMEHTOB MOKET IPUCYTCTBOBATH
YMEPEHHAS CIIACHOMETAAUSA, HO HAAWYHE BBIPAKEHHON
CIIAGHOMET'AAMH CBUACTEABCTBYET B IIOAB3Y BTOPHUIHON
TPOMOOITUTOIICHI.

- Amxopaaka, HOTEPs Beca, FEITATOMETAAN,
AUMQAACHOTIATHSA CBHAETEABCTBYIOT O BO3MOKHOM
Haamanu BIY-nadexmmn, CKB,
AIM@POITPOANPEPATHBHOTO 3200AEBAHUA, KAK IIPUINH
BTOPUYHON TPOMOOIIITOIICHH.



Anargocruka ATTI

Kaprtuna nepudepudeckom KpoBu

- XAPaKTE€pHA M30AUPOBAHHAS TpOM6OHI/ITOH€HI/I}I oe3
N3MEHEHUU CO CTOPOHBI APYTUX POCTKOB
KPOBETBOPEHUA.

- B orAeABHBIX CAyYIAAX MOKET UMETH MECTO AHEMMUs
OOYCAOBAEHHASA KEAE30ACPHUITITOM.

- Aasg ITII me xapaktepHBbI n3MEHEHUA MOPPOAOTHH
KAETOK KPOBH U AEUKOIIUTAPHOM (popmyAabl. OHI
MOTIYT CBHAETEABCTBOBATH B ITOAB3Y BTOPHYIHOMN
TpoMOonImTOIEHNN. Hammpumep - mmsonuTer npu
TPOMOOTHIECKON TPOMOOIIUTOIIEHUYIECKON ITyPIIYPE U
TeEMOAUTHKO-YPEMHYIECKOM CHHAPOME.



Anargocruka ATTI

KapTtnHa KOCTHOrO Mmo3ra

ccaeaoBanme acinpara U TPEIAHOONOIITATA
KOCTHOTO MO3Ird HEOOXOAUMO AASl HCKAFOYCHIIS
IPUYUH BTOPUIHONU TPOMOOITUTOIIEHUM, 4 TAKXKE
AASL OOOCHOBAHUSA ITEAECOOOPA3HOCTH BBIIIOAHEHUSA
CIIACHOKTOMHUM.

[TomumO TITOMOPEHOAOTHIECKOTO
ITEACCOOOPAZHO BBIITOAHATH ITUTOTEHETHIECKOE 1
MMMYHO(PEHOTUITMIECKOE NCCAEAOBAHUA KOCTHOTO
MO3Ia AASI ICKAFOUYEHUA TeEMOOAACTO34.



Anargocruka ATTI

HccaeaoBanue Ha Helicobacter pylotri
HEOOXOAMMO B CBA3H C TEM, YTO IPAATKAITHSA
AAHHOI'O MUKPOOPTaHU3MA CIIOCOOCTBYET
YBEATYECHHUIO KOAUYIECTBA TPOMOOITUTOB.

HccaeaoBanue Ha BIY, HCV, aApyrue
OCTPBIE€ IEPCUCTUPYIOIIIE BUPYCHBIE
nHeKIy (IIapBOBUPYCHAA, IIMTOMETAAOBUPYCHASA)
AASL ICKATOYEHUSA BTOPHYHON TPOMOOITUTOIICHUH
KAMHIYeCcK HeoTAmunMmon ot MTII.



Anargocruka ATITI

CxpuHHHIrOBEIE TECTBI HA aHTU(POCEHOAUTTUAHBIN
CUHAPOM. AHTHDOCHOAUITIAHBIE AHTHTEAQ T
BOAYAHOYHBIN AHTHKOATYAAHT MOTYT OBITh IPHUYUHON
BTOPUYHOU TPOMOOIIITOIIEHIH ¥ COOTBETCTBEHHO
HeapektuBHOCTH cTaHAapTHOM Teparun VI'TTT y 40%
ITAIUEHTOB C TUIIMYHON KAMHUYECKOU KAPTHUHOMU.

OnpeaeseHre aHTUTUPEOUAHBIX AHTUTEA. AuchyHKITHA
I TOBUAHOMN KE€AE3bI, CBA3AHHAA C HAAMYMEM AHTHUTEA K
THPEOTAOOYAMHY, MOKET OBITh IIPUIHMHON YMEPEHO
BBIPAKEHHON TPOMOOITUTOIICHIH.
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ITP duration

« Acute » 0 to 6 mths
< —>

Diagnosis 3 months 12 months

Newly- : :
diagnosed TP Persistent ITP Chronic ITP

Rodeghiero F, et al. Blood 2009;113:2386-93




Aeuenue



Neuvenne ATII

IlepeA HadyaAOM TepanTUM
VIUTBIBAIOT BBIPAKEHHOCTh KPOBOTOYHNBOCTH

HAAWYIHE CONYTCTBYIOIINX 3200AEBAHUN, IIPEAPACITOAATAIOIIHNX K
KPOBOTOYMBOCTU

BO3MO?KHBIE OCAOKHEHHUS TEPAITHH
IPO(PECCHOHAABHBIE PUCKHU TPABMATH3AITUH
TOAEPAHTHOCTD K IOOOYHBIM 3D (PEKTAM TEPAITHH
HEOOXOAUMOCTH OIIEPATHUBHBIX BMEIITATEABCTB
MOTHUBALIAIO ITAITMEHTA

VIIOTPEOAECHUE AEKAPCTBEHHBIX CPEACTB, KOTOPBIE MOIYT
CIIPOBOIIIPOBATH KPOBOTOUUBOCTD Ha (POHE TPOMOOIIUTOIICHIH

BO3pacT marmeHTa (crapre 60 aer)
KPOBOTEYEHNA B AaHAMHESE.

AeveHne peAKO OBIBAET ITIOKA3aHO IMAIIHEHTAM C YPOBHEM
TpomborIToB GoAce 50x10” /A TIPH OTCYTCTBHM KPOBOTOUMBOCTH



Aeuenne ATII
Teparmsa 1-11 AnanmM (HaYaABHASA TEPAITUA AAS BIIEPBBIC
BBIIBACHHBIX ITAITIEHTOB)

KopTuKocTepouAbl — CTaHAAPTHAA HAUYAABHAA

TepANA

[Ipearuzoaon B po3e 0,5-2,0 mr/Kr/cyTkm A0
moAbema ypoBHs TpoMOoruToB Beirre 30-50 x109/ A.
[Tpm otcyrcTBrm a(pdekTa IPOAOAKUTEABHOCTD
TEPAIINU IPEAHU30A0OHOM HE AOAKHA IIPEBLIIATD 4
HEAEAD.

Aexcamerason B ao3e 40 mr/cyTku B Tedenue 4 AHEH,
1-4 rmkaa c narepBasom 14-28 amert.

Metuanpearnzoron B Ao3ze 30 Mr/kr/cyTku B
TeYeHUEe / AHEH B/BEHHO C AAABHEHIIIAM IIEPEXOAOM
HA TIEPOPAABHBIC KOPTUKOCTEPOUABIL.



Aeuenne ATII
Teparmsa 1-11 AnanmM (HaYaABHASA TEPAITUA AAS BIIEPBBIC
BBIIBACHHBIX ITAITIEHTOB)

BHyTpHBEeHHBIIT NMMYyHOTAOOYAWH IIPUMCHSIOT B
arose 1 r/kr/cyrku B 1-2 nadysusx 1-2 AHs, 970 MOKET
00ECIIEYNTH HOABEM TPOMOOITUTOB B TeueHUE 24 JacoB
ITOCAE HAYAAA TEPAITINU. AABTEPHATHBHBIN METOA
BBeAcHus 0,4 1/Kr/cyrku B Teuenue 5 AHEH.
AOIIOAHUTEABHOE HA3HAYCHUE KOPTUKOCTEPOUAOB
CIIOCOOCTBYET YCHAECHHUIO OTBETA U CHIKEHHUIO PUCKA
ITOOOYHBIX 9(PPEKTOB BHYTPHUBEHHOTO
MMMYHOTAOOYAWTHA.



NAeuenme ATTI
Tepamnmsa 1-i1 AmaNE (HaYaAbHAA TEPAIIHA AASl BIIEPBBIC
BBIIBACHHBIX ITAITIEHTOB)

BHyTpUBEHHBINT HMMYHOTAOOYAMH aHTHU-D
IPUMEHSIOT B A03€ 50-75 MKr/Kr OAHOKPATHO ¥
Rh(D) mo3mTuBHBIX TAITUEHTOB, HE UMEFOITTIX

HpI/ISHaKOB QYTOHMMYHHOﬁ I'eMOAUTUYECCKON
AHCMII.



Neaenme ATTI
YprearHas Tepanu

+  IIPA HEOOXOAMMOCTH OIIEPATUBHBEIX BMEIITATEABCTB,

* YIPO3€ UAU PA3BUTHUU KPOBOTEUYEHUA B IIEHTPAABHYIO
HEPBHYIO CUCTEMY, JKEAYAOIHO-KHUIIIEYHBIN TPAKT,
MOYEBBIACAUTEABHYIO CHCTEMY.



Negenme ATTI
YprearHas repanu

s Mermanpeanusonron 0,5-1r/cytku 3 AHs M.O. B
KOMOWHAITUH C B/ BEHHBIM HUMMYHOTAOOYAUHOM

s [Ipm orcyrcrBnn adppekTa MAT OITACHBIX AAA
’KI3HU KpoBoTeueHNAX (Harp. B LIHC) —
PEKOMOMHAHTHBIN AKTUBUPOBAHHBIN (PAKTOP

VII 90-120 mxr/xr



Neuenme ATITI

Tepanma BTOpo¥t AMHUU
Cnaenakromus.

BreimoAnsAroT He paHee, yem depe3 6 MECAIIEB ITOCAE
YCTAHOBAEHHUSA AMATHO32, ICXOASA U3 BO3MOKHOCTH
AOCTIKEHUSA PEMUCCUU B TCUCHUE 6-12 mecHries.

« CIAEHAKTOMMS Tpe6yeT IIPEABAPUTEABHOMN HpocpHAaKTHKH
I/IH(bCKL[I/II/I, IIOCKOABKY PE3KO IIOBBIIIIACT PUCK HH@)@KHHH.

- Heobxoanma BaknmHanmsa KOHBIOTHIPOBAHHOM,
ITOAMBAACHTHOM BAKIIMHOHN IIPOTHUB Streptococcus
pneumoniae, Neisseria meningitidis ¥ BAKITMHOI IPOTHUB
Haemophilus influenzae b (Hib) 3a 4 meaean (Ayure) nanm
gepes3 2 HEAEAH IIOCAE CITACHIKTOMHH C ITOCAECAYIOIIEH
PEBAKIIMHAIIIEN B COOTBETCTBUH C CYIIECTBYIOIITIMHI
IIPABUAAMH.

» Y IMaImeHTOB, IIOAYYIABIINX PUTYKCIMAO B
IIPEAIITECTBYIOIIHE 6 MECANEB BaKITMHAITIA Hed(P(PEKTHBHA.



Neaenme ATTI
Tepanua BTOpoO¥ AMHUH

HaAmgne mpoTuBOIOKAa3aHUU K CHHACHOKTOMUU
AU OTCYTCTBHE COIAACHA HAITMEHTA HA
OIIEPAITHIO ACAATOT HEOOXOAUMBIM IIPIMEHEHIE
MEAUKAMEHTO3HOU TEPAIINU BTOPOU AUHUMU.



Neaenme ATTI
Tepanua BTOpoO¥ AMHUH

Purykcumal IpuMEHSIOT B A03e 375 Mr/m” 1
pPa3 B HEACAIO, 4 HEACAM.

Menbimme ao3er 100 Mr/v° 1 pas B Heaeazo, 4
HEAEAH, TAKKE AAFOT 9PdEeKT, HO OH OOAEee
OTCPOYEH.



Neaenme ATTI
Tepanua BTOpoO¥ AMHUH

IMuxaocropun A B A03e 5,0 Mr/Kr B ACHB B
tegenne 6 AHel, 3atem 2,5-3,0 Mr/kr/cyTKu oA
KOHTPOAEM ypoBHA Iperapara B kposu (100-200

HT/MA). DPPEKTUBEH B KAIECTBE MOHOTEPAITUI
M B COYCTAHUN C IIPECAHU30AOHOM.



Neaenme ATTI
Tepanua BTOpoO¥ AMHUH

Mukodenoaar modernH — anTUIpOAnPEPATUBHBIN
MMMYHOCYIIPECCOP — HA3HAYAOT B IIPOTPECCUPYIOIIIIX
A03ax oT 250 Mr A0 1000 mr/cytku 2 pa3a B HEACAFO B
TEUCHUE 3 HEACAD.

AaHa30A — aHApOTreH — Ha3Ha4varoT B Ao3e 200 mr 2-4

pasza B cytku (10-15 mr/kr/cytim per 0s).

AAaIrICOH — IIperapaT AAfl ACICHHUSA ACIIPEL —
mpuMeHsEOT B A03¢ 75-100 Mr/cyT. repopaAbHO.



Neaenme ATTI
Tepanua BTOpoO¥ AMHUH

Azarnonpumn 150 mr/cyrku (1-2mr/kr/cyT).

IMuxaodocdamua B A03e 1-2 Mr/Kr B cyTKH per
0S MUHHUMYM 106 HEAEAD UAU BHYTPUBECHHO
0,3-1,0 r/m2 1-3 BBeACHHA KAKABIE 2-4 HEAECAN.
Hasnagaror manmenTam, pe3UCTEHTHBIM K
KOPTHKOCTEPOHUAAM 1/ AU CITACHIKTOMUH.

Bunkpuctun 1-2 mr B Heaearo, 1-3 Heaean (A0

0 MT).



Neaenme ATTI
Tepanma BTOpo¥t AMHUU

ATOHUCTBI PEHENTOPOB TPOMOOIIOITHHA — IATPOMOOIIAr
Darpombomnar («PeBoA€MA») HETTEITHAHBIN IIPEITAPAT AAS
IIEPOPAABHOTO IIpHEMa, Ha3HadaeTcA B A03ax 25, 50 u 75
MT/ CyTKH.
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Thrombopoietin (TPO) levels
in ITP
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e TPO levels are inappropriately low (near normal) in
thrombocytopenic ITP patients

AMT=amegakaryocytic thrombocytopenia Mukai HY, et al. Thromb Haemost 1996;76:675-78
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TPO-R agonists:
mechanism of action

Eltrombopag & TPO

Thrombopoietin
receptor

7/ \

Inactive receptor—— L4— Active receptor

Cell membrane ﬂ
Cytoplasm

Signal transduction

\

Increased platelet production




Aeuvenane ATII

AedeHue malMeHTOB B PELIMAUBE IIOCAE TEPAITUN 1-t A 2-11
AVTHHUI

OxoaAo 20% marmedsToB HE UMEFOT FEMOCTATUYECKU
AOCTATOYHOTIO YPOBHSA TPOMOOIIITOB ITOCAE
CIIA€HOKTOMHUH UAU MEAUKAMEHTO3HOU Teparnuu 1-1
UAU 2-U AUHUHN

10-20% oTBEeTUBIIINX HA CIIACHAKTOMHUIO
PEITUAIBHIPYIOT.

HeboAbImas 9acTp 3TUX MAITUEHTOB MOTYT OBITh
OTHOCUTEABHO TOAEPAHTHBI K TAYOOKOM
rpombonmronenun (Meree 10x10”/A) ¢ coxparenmem
YAOBAETBOPUTEABHOIO KAYECTBA KUSHIL.

OAHaKO y OOABIITMHCTBA ITAITMEHTOB Ha (pOHE
TAYOOKOH TPOMOOITITOIIEHIN COXPAHAETCS
KPOBOTOYHBOCTH, HU3KOE KAYECTBO KU3HH, BEICOKUN
PHCK CMEPTH.



Aeuvenane ATII

/\edeHne marmeHTOB B PELIMAUBE IIOCAE TEPAITUN 1-t mAm 2-11
AMHWUI

KoMOuHUpOBaHHAA XUMUOTEPAITHA.

ukAodocdamua B Aoze 100-200 mr B AcHB
BHYTPUBEHHO B 1 — 5 MAHM 7-U AHH C IIPEAHHU30A0HOM
B Ao3e 0,5-1,0 mr/kr/cyrkn mepopaabto B 1-7 Anm,

BUHKPUCTUH B AO3€ 1-2 MI BHYTPUBEHHO B 1 A€HDb U
aszatrornipraoM B A03e 100 Mr/cyTku mepopasbHO B 1-5
UAU /-1 AHU, ANOO 9TOIIO3UAOM B A03e 50 Mr/cyTKn
IIEPOPAABHO B 1-7 AHM.



Aeuvenane ATII

/\edeHne marmeHTOB B PELIMAUBE IIOCAE TEPAITUN 1-t mAm 2-11
AMHWUI

Ksmniac 1H (arTnCD52) — aapTepHaTHBA AAS TAKEAOH
pedpaxrepron MTII, oarako, mpemapar MOKET BBI3BIBATH
TAKEAYIO, 32a9ACTYIO KU3HEYIPOKAFOIIYIO UMMYHOCYIIPECCUIO U
TPEOYET IPOBEACHIE IPOAOAKUTEABHON aHTHOAKTEPHUAABHOM,
IIPOTHBOTPUOKOBOM U IIPOTHBOBUPYCHON IIPOMDUANAKTHKL.

TpasHcHAaHTAIINA FEMOIIO3TUYECKAX CTBOAOBBIX KAETOK
MOKET HHAYIIUPOBATh PEMHUCCHUIO Y HAIIUEHTOB C XPOHUYECKOU
penmanBupyrorneit pedppakreproit II'TT1 ¢ remopparmueckumu
IIPOABAECHUAMM, OAHAKO COIPOBOKAAETCA HOTEHITHAABHO
daTaABHON TOKCHUIHOCTBIO

ONTUMAABHBIM METOAOM ACYCHUA AAA ITAITUEHTOB C PELIUAUBOM
IIOCAE Tepaluu 1-1 UAU 2-11 AUHUU ABAACTCA IIPUMEHEHUE
arOHHCTOB PENENTOPOB TPOMOOIIOITUHA.

Darpombonar («PeBoaeria») mpumMeHAIOT B A03€ 25-75 Mr
€’KEAHEBHO IIEPOPAABHO.



