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AyTOMMMYHHAA
TPOMOOIUTOIIEHUYECKAA

ITypIrypa

Hcmmoarmaa: AnrtkoxkmHa A 714 rpyma,
TepaIus

[TpoBepraa: Makernosa A.A



s Onpeaesrenue:

s TpomMOOIHTOICHUA - 3TO CHIDKCHUE KOAMIECTBA
TpombormTos MeHee wem 150%107/A.

= | paHUIIEI HODMAABHBEIX 3HAUEHUU KOAUTYIECTBA TpOM6OHI/ITOB

150 - 400%10°/ A.

s [IpuHATO ACAWTH TPOMOOIMTOIIEHHUH IIO CTEIICHU
TAKECTH CACAYIOIITIM OOPa3OM:

aerkas Tpombormronernus - ot 100 Ao 150%107/a,
yMepeHHas TpoMbormTonenus - ot 50 Ao 100107/ A,
TDKeAas TpombormroneHus - meaee 50X 1 0°/A.



DTHOAOTHS

s DTHOAOTHYECKH TPOMOOIINTOIIEHUN
IIOAPA3ACAAFOTCA HA 3 OCHOBHBIC IPYIIIIBL —

= -YCKOPEHHBIN PACITaA UAU HOTp€6A€HI/I€
= - CHIDKCHHASA IIPOAYKIIHA

= - CEKBeCcTparus (ACIIOHUPOBAHIIE)



DTHUOAOTUS

YCKOpeHHOE pa3pyHI€eHIEe TPOMOOIIUTOB HAU
norpedAeHuEe (COIIPOBOKAACTCA YBEAMIECHUEM KOANTIECTBA

METAKaPUOIIUTOB B KOCTHOM MO3TIE):

VIMMyHHBIE TPOMOOIIHMTOIIEHUH: HAUOIIATIYIECKUE 1
CHMIITOMATUYECKUE (HAIIPUMEDP, UAUOIIATUIECKAA
TpoMOonuroneHuyeckas mypiypa (MTTI),
TPOMOOITUTOIEHHA IIPU CUCTEMHON KPACHOM BOAYAHKE

(CKB));
AHCCEMIHIPOBAHHOE BHYTPUCOCYAUCTOE CBEPTHIBAHUE
(ABC);

Muxpoararnonatnm (Hanpumep, HELLP-cuaapom, AFLP,
TTTI, 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
(COIIPOBOKAAETCA YMEHBIIIEHUEM KOATYIECTBA
METaKapUOIIITOB B KOCTHOM MO3Te€):

= /\elikemus, amAaCTIYIECKAA aHEMUSA, ACOUITUT
dOAmEBONT KUCAOTHI, IIPHEM MEAUKAMEHTOB,

BUPYCHBIE MH(DEKITHU.

. AeHOHMPOBaHI/Ie — HAKOIIACHUE TpOM6OL[I/ITOB
B yBeAquHHoﬁ CEAE3CHKE

= IIpu nuppose, AmM@omax, ooaesHu ['omre n
T.A.



AMarHocruka



Anargocruka ATITI

AxamMmue3s

HNUTII — AMarao3 UCKAIOUEHMUA.

TpoMOOIIMTOIEHNH MOTYT OBITH OOYCAOBACHBI
MHOTOYHCACHHBIMIA ITIPUIUHAMU:

= AYTONMMYHHas TPOMOOITUTOIICHUS MOKET Pa3BUBAETCS
Ha porne BNY-nnadexnmn, BUPyCHOTO remaTuTa,
APYTIX HH(QEKITNH, 4 TAKKE aYTONMMYHHBIX
3200 AEBAHUN, TMMYHOAE(UITUTHBIX COCTOSHNI
(BKAFOUAs CHCTEMHYIO KPACHYIO BOAYAHKY),
AIM@POIIPOANPEPATUBHBIX 3a00AEBAHUN, ITIOCAE
BAKITUHAITA,

= 3200A€BAHUA IIEYCHUA (BKATOYA AAKOTOABHBIN ITIPPO3
IICYCHN);



Anargocruka ATTI

IIPHIEM ACKAPCTBECHHBIX IIPEIIAPATOB,
3AOYIIOTPEOACHHUE AAKOTOAEM, YIIOTPEOACHUE
XUHAHA (B T.9. B HAIIUTKAX), BOSACHCTBHE TOKCHHOB;

3200AEBAHUA KPOBU (MHEAOAUCIIAACTHIECKAN
CHHAPOM, ACTKeMHUN, PUOPO3 KOCTHOTO MO3TA,
ATTAACTHYECKAA AHEMUS, METAAOOAACTHAS AHEMHH,
METACTATUYIECKOE ITOPAKEHUE KOCTHOTO MO3I4);

TPaHCPY3UH KOMIIOHEHTOB KPOBH
(mocTTpaHCcdy3NOHHAA HYPIYPA);

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



Anargocruka ATITI

O0BeKTUBHOE 0OCAEAOBAHUE

- Kamanmgecknm npossaeanem T aBasercs TOABKO
TEMOPPATITIECKOTO CHHAPOM IIO THITYy IETEXHUAABHO-
IIATHUCTON KPOBOTOYHUBOCTH

» VY MOAOABIX HAITMEHTOB MOKET IPUCYTCTBOBATH
YMEPEHHAS CIIACHOMETAAUSA, HO HAAWYHE BBIPAKEHHOMN
CIIAGHOMET'AAMY CBUACTEABCTBYET B IIOAB3Y BTOPHUIHON
TPOMOOITUTOIICHIH.

- Amxopaaka, ToTeps Beca, FeITaATOMETAAN,
AMQAACHOTIATHA CBHAETEABCTBYFOT O BO3MOKHOM
Haamanu BMY-nadexrmn, CKB,
AIM@POIPOANPEPATUBHOTO 3200AEBAHUSA, KAK IIPUINH
BTOPUYHON TPOMOOIIITOIICHHH.



Anargocruka ATTI

Kaprunaa nepudepudeckom KpoBH

- XapaKTepHa U30AHUPOBAHHAA TpOM6OHI/ITOH€HI/I}I oe3
M3MEHEHNN CO CTOPOHBI ADYTUX POCTKOB
KPOBETBOPEHUA.

- B orAeABHBIX CAyYIAAX MOKET UMETH MECTO AHEMMUS
OOYCAOBAEHHASA KEAE30ACPUITITOM.

- Aag ITII me xapaktepHBbI N3MEHEHUA MOPPOAOTHH
KAETOK KPOBH U AEUKOIIUTAPHOUN (popmyAabl. OHI
MOTIYT CBHAETEABCTBOBATH B IIOAB3Y BTOPHYIHOMN
TpoMOonImTOIEHNN. Hammpumep - mmsonuTer npu
TPOMOOTHYECKON TPOMOOIIUTOIIEHUYIECKON IIyPIYPE U
TeEMOAUTHKO-YPEMHIECKOM CHHAPOME.



Anargocruka ATTI

KapruHa KocTHOrOo Mmo3ra

HccaeaoBanme aciupara U TPEIAaHOONOIITATA
KOCTHOTO MO3Ta HEOOXOAUMO AASl ICKAFOYUEHIS
IPUYHH BTOPUIHON TPOMOOITUTOIICHUM, 4 TAKXKE
AASL OOOCHOBAHUSA IIEAECOOOPA3HOCTH BBIIIOAHEHUSA
CIIACHOKTOMMUM.

[ToMuMO TITOMOPEHOAOTHIECKOTO
ITEACCOOOPAZHO BBIITOAHATH ITUTOTEHETHIECKOE 1
MTMMYHO(PEHOTUITMIECKOE NCCAEAOBAHUA KOCTHOTO
MO3Ta AAI ICKAFOYEHUA TEMOOAACTO3A.



Anargocruka ATTI

HccaeaoBanue Ha Helicobacter pylori
HEOOXOAVMO B CBA3H C TEM, YTO IPAATKAITHSA
AAHHOTO MHUKPOOPTAHU3MA CITOCOOCTBYET
YBEATYCHHUIO KOAUYIECTBA TPOMOOITUTOB.

HccaeaoBanue Ha BIY, HCV, aApyrue
OCTPBIE IEPCUCTUPYIOIIIE BUPYCHBIE
nH@eKIu (IIapBOBUPYCHAA, IIMTOMETAAOBUPYCHASA)
AASL ICKATOYEHUSA BTOPHYHON TPOMOOITUTOIICHUH
KAMHIYeCcK HeoTAmunmon ot MTTI.



Anargocruka ATITI

CxpuHHHIOBEBIE TECTBI HA aHTU(POCEHOAUTTUAHBIN
CHHAPOM. AHTH(POCHOANTINAHBIE AHTUTEAA U
BOAYAHOYHBIN AHTHKOATYASHT MOTYT OBITh IPHUYHHON
BTOPHUIHOM TPOMOOITUTOIIEHUH 1 COOTBETCTBEHHO
HeapektuBHOCTH cTaHAapTHOM Teparun VI'TTT y 40%
ITAIUEHTOB C TUIIMYHON KAMHUYECKOU KAPTHUHOU.

OnpeaseseHre aHTUTUPEOUAHBIX AHTUTEA. AuchyHKITHA
I TOBUAHOM KE€AE3bI, CBA3AHHAA C HAAMYMEM AHTHUTEA K
THPEOTAOOYAMHY, MOKET OBITh IIPUIHMHON YMEPEHO
BBIPAKEHHON TPOMOOITUTOIICHIH.



ONCE/ELT/00220/11

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 TepaTUU
VIUTBIBAIOT BBIPAKEHHOCTh KPOBOTOYHNBOCTH

HAAWYIHE COIYTCTBYIOIINX 3200AEBAHUM, IIPEAPACITIOAATAIOIIHNX K
KPOBOTOYHUBOCTH

BO3MOKHBIE OCAOKHEHHUS TEPAITHN
IpOPECCHOHAABPHBIE PUCKH TPABMATHU3AIIAH
TOAEPAHTHOCTD K HOOOYHBIM 3O (DEKTAM TEPAITHN
HEOOXOAUMOCTD OIIEPATUBHBIX BMEIIIATEABCTB
MOTHBAITHIO ITAITHEHTA

VIIOTPEOAEHHUE AEKAPCTBEHHBIX CPEACTB, KOTOPBIE MOTYT
CIIPOBOITIPOBATH KPOBOTOUYUBOCTE Ha (DOHE TPOMOOITUTOIIEHUN

BO3pacT marmenTa (craprre 60 aer)
KPOBOTEYEHNA B AaHAMHESE.

AedeHne PeAKO OBIBAET IIOKA3AHO ITAITUEHTAM C YPOBHEM
TpoMGorTos 6oaee 50x10”/A TIPH OTCYTCTBHE KPOBOTOYHBOCTH



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

KopTukocTepouAbl — CTaHAAPTHAA HAUYAABHAA

TEPpAIINA

[Tpearnsoaon B po3e 0,5-2,0 mr/xr/cyTkm AO
moAbema ypoBHs TpoMOoruToB Beirire 30-50 x109/ A.
[Tpm otcyrcTBrm a(pdekTa TPOAOAKUTEABHOCTD
TEPAIINU IPEAHU30A0OHOM HE AOAKHA IIPEBLIIIATD 4
HEAECAD.

Aexcamerason B ao3e 40 mr/cyTku B Teuenue 4 AHEH,
1-4 rmkaa c natepBasom 14-28 amxert.

Metuanpearnzoaon B Ao3ze 30 Mr/kr/cyTku B
TedeHUe / AHEH B/BEHHO C AAABHEHIIIIM IIEPEXOAOM
HA TIEPOPAABHBIC KOPTUKOCTEPOUABIL.



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

BuyTpuBeHHBIII IMMYHOTAOOYAUH IIPUMEHSIOT B
arose 1 r/kr/cyrku B 1-2 nadysusx 1-2 AHs, 9TO0 MOKET
00ECIeYnTh MOABEM TPOMOOITUTOB B TeueHHe 24 4acoB
ITOCAE HAYAAQ TEPATUN. AABTEPHATUBHBIN METOA
BBeAcHus 0,4 v/Kkr/cyrku B Teuenue 5 AHEH.
AOITOAHUTEAPHOE HA3HAYCHUE KOPTUKOCTEPOUAOB
CIIOCOOCTBYET YCHACHUFO OTBETA U CHIKCHUIO PUCKA
ITOOOYHBIX 9PEKTOB BHYTPHUBEHHOTO
MMMYHOTAOOYAWTHA.



Aeuenne ATII
Tepamnmsa 1-i1 Amanm (HavaAbHAA TEPAIIHA AASl BIIEPBBIC
BBIIBACHHBIX ITAITIEHTOB)

BHyTpuUBEHHBINT NMMYHOTAOOYAMH aHTU-D
IPUMEHSIOT B A03€ 50-75 MKr/Kr OAHOKPATHO ¥
Rh(D) mo3mTuBHBIX TAITUEHTOB, HE UMEFOITTIX

HpI/ISHaKOB ZIYTOI/IMMYHHOI‘/'I IeMOAUTUYECKON
AHCMII.



NAegenme ATTI
YpreurHas Tepanu

+  IIPA HEOOXOAMMOCTH OIIEPATUBHBEIX BMEIITATEABCTB,

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



Negenme ATTI
YpreaTHas Tepanu

s Meruanpearnszoron 0,5-1r/cyrku 3 aAms m.0. B
KOMOWHAITUH C B/ BEHHBIM HUMMYHOTAOOYAUHOM

s [Ipm orcyrcrBnn adppekTa mAT OITACHBIX AAA
’KIU3HU KpoBoTeueHNAX (Harp. B LIHC) —
PEKOMOMHAHTHBIN AaKTUBUPOBAHHBIN (PAKTOP

VII 90-120 mxr/xr



Neuvenme ATII

Tepanua BTOpo¥ AMHUH
CriaAeH3KTOMMUA.

BreimoAnsrOT HE paHee, Yem uepes 6 MeCAIIEB ITOCAE
YCTAHOBAEHHUSA AMATHO32, ICXOASA U3 BO3MOKHOCTH
AOCTHKEHUA PEMUCCUU B TCUCHUE 6-12 mecHries.

- CrAeHsKTOMMSA Tpe6yeT IIPEABAPUTEABHON HpoquAaKTHKH
HH@CKL[HH, IIOCKOABKY PE3KO ITOBBIIIIAECT PUCK HHqDeKL[HH.

- Heobxoanma BaknmHanmsa KOHBIOTHPOBAHHOM,
ITOAMBAACHTHOM BAKIIMHOMN IIPOTUB Streptococcus
pneumoniae, Neisseria meningitidis ¥ BAKITMHOI IPOTHUB
Haemophilus influenzae b (Hib) 3a 4 meaean (Ayure) nanm
gepe3 2 HEAEAH IIOCAE CITACHIKTOMHH C ITOCAECAYIOIIEH
PEBAKIIMHAIIIEN B COOTBETCTBUH C CYIIIECTBYIOIITIMMI
IIPABHAAMI.

» Y IMaImeHTOoB, IIOAYYIABIIAX PUTYKCIMAO B
IIPEATITECTBYIOIIE 6 MECANEB BaKITMHAITIA Hed((PEKTUBHA.



NAegenme ATTI
Tepanma BTOpo¥ AMHUU

HaAmgne npoTuBOIOKA3aHUU K CHACHOKTOMUU
AU OTCYTCTBHE COI'AACHA HAITMEHTA HA
OIIEPAITHIO ACAAIOT HEOOXOAUMBIM IIPIMEHEHIE
MEAUKAMEHTO3HOU TEPAIINN BTOPOU AUHUU.



NAegenme ATTI
Tepanma BTOpo¥ AMHUU

Purykcumal IpuMEHSIOT B A03e 375 Mr/m” 1
pa3 B HEACAIO, 4 HEACAM.

Menbime Ao3er 100 Mr/m° 1 pas B Heaeazo, 4
HEAEAH, TAKKE AAFOT 9P@EKT, HO OH OOAEe
OTCPOYEH.



NAegenme ATTI
Tepanua BTOpOM AMHUM

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

HT/MA). DPPEKTUBEH B KAIECTBE MOHOTEPAITH
M B COYCTAHUU C IIPEAHHU3OAOHOM.



NAegenme ATTI
Tepanua BTOpOM AMHUM

Mukodenoaar modeTnH — anTUIPOANDEPATUBHBIN
MMMYHOCYIIPECCOP — HA3HAYAIOT B IIPOTPECCUPYIOIIIIX
A03ax ot 250 mr A0 1000 mr/cytku 2 pa3a B HEACAFO B
TEUCHUE 3 HEACAD.

AaHa30A — aHAporeH — HazHavaroT B Ao3e 200 mr 2-4

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

AAaTrICOH — IIperapaT AAfl ACIECHUSA ACIIPEL —
mpuMeHSEOT B A03¢ 75-100 Mr/cyT. repopaAbHO.



NAegenme ATTI
Tepanua BTOpOM AMHUM

Azaruonpumn 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 HEACAN.
HasmagaroT manmenTam, pe3UCTEHTHBIM K
KOPTHKOCTEPOHUAAM ¥/ AU CITACHIKTOMUH.

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

0 MT).



NAegenme ATTI
Tepanma BTOpo¥ AMHUU

ATOHUCTBI PEHENTOPOB TPOMOOIIO3THHA — IATPOMOOIIAr
Darpombomnar («PeBoA€MA») HEITEITHAHBIN IIPEITAPAT AAS
IIEPOPAABHOTO IIpHEMa, Ha3HadYaeTcAd 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

/\edeHne marmeHToOB B PELIMAUBE IIOCAE TEPAITUH 1-t mAm 2-11
N%850%0%1

Oxoao 20% marmedTOB HE UMEXOT FEMOCTATUYECKU
AOCTATOYHOTIO YPOBHSA TPOMOOIIITOB ITOCAE
CIIA€HOKTOMHUH UAU MEAUKAMEHTO3HOU Tepanuu 1-1
UAU 2-U AUHUHN

10-20% oTBEeTUBIIINX HA CIIACHAKTOMHUIO
PEITUAIBUIPYIOT.

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

OAHAKO y OOABIITMHCTBA ITAITMEHTOB Ha (pOHE
TAYOOKOH TPOMOOIIITOIIEHIH COXPAHACTCS
KPOBOTOYHBOCTH, HU3KOE KAYECTBO KU3HH, BEICOKUM
PHCK CMEPTH.



Aeuvenane ATII

/\edeHne marmeHToOB B PELIIAUBE IIOCAE TEPAIIUU 1-11 uAm 2-11
AMHHUI

KoMOuHUpOBaHHAA XUMUOTEPAITHA.

ukAodocdamua B Aoze 100-200 mr B AcHB
BHYTPUBEHHO B 1 — 5 AW 7-11 AHU C IIPEAHU30A0HOM
B Ao3e 0,5-1,0 mr/kr/cyrtkn mepopasbto B 1-7 Anm,

BUHKPUCTHUH B AO3€ 1-2 MI BHYTPHUBEHHO B 1 A€HDb U
azatrorpruaOM B A03e 100 Mr/cyTiu mepopasabHO B 1-5
AU 7-T AHU, AUOO 9TOIIO3UAOM B A03e 50 Mr/cyTKu
IIEPOPAABHO B 1-7 AHML.



Aeuvenane ATII

/\edeHne marmeHToOB B PELIIAUBE IIOCAE TEPAIIUU 1-11 uAm 2-11
AMHHUI

Ksmmiac 1H (artnCD52) — aapTepHaTBa AAS TKEAOU
pedpaxrepron MITII, oarako, mpemapar MOKET BBI3BIBATH
TAKEAYIO, 32a9ACTYIO KU3HEYIPOKAFOIIYIO IMMYHOCYIIPECCUIO U
TPEOYET IIPOBEACHHE IIPOAOAKUTEAPHON aHTHOAKTEPUAABHOM,
IIPOTUBOTPUOKOBOM U IIPOTUBOBUPYCHON IPOMDUANAKTHKH.

TpasHcnAaHTAIINA FEMOIIO3TUYIECKUX CTBOAOBBIX KAETOK
MOKET HHAYIIUPOBATh PEMUCCHUIO Y HAIIUEHTOB C XPOHUYECKOU
penmanBupyrorneit pedppakreproit II'TTI ¢ remopparmueckumu
IIPOABAEHUAMH, OAHAKO COIPOBOKAAETCA HOTEHITHAABHO
daTaABHON TOKCHUIHOCTBEO

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

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



