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ODbIIME ITOAOKEHIMA

s Onpeaserenue:
= TpomOormTonmeHus - 3TO CHI/I)KCHI/IC KOATYIECTBA

TpomOoIITOB MeHee uem 150X 10 / A.
s ['panursr HOpMaAbeIX 3HAYCHII KOAMYIECTBA TPOMOOITHTOB

150 - 400%10 /A

s [IpuaATO ACATTE TPOMOOIIMTOIIEHUH IIO CTEIIEHU
TAKECTH CAEAYIOIIIIM OOpa3oMm:

) aerkas Tpomoormronenus - ot 100 oo 150%1 0’ /A,
() ymeperHasa TpoMOormToneHus - ot 50 A0 100x10”/a,

) TaxeAas TpoMOormToeHus - MmeHee 50X 1 0’ /A



TpombouumoneHu4yeckas nypnypa

lepeu4HbIU
OlVononaTuyeckas

TpomMbouuToneHn4yeckas
nypnypa (bone3sHb Beproga)

OHacnenCcTBEHHbIN
OV30MMMYHHbIEe

- BPOXOeHHas
- MOCTTpaHCcdy3nOHHag

OTpaHCUMMYHHbIE

BmopuyHbiu
(cumnmomamu4eckue)

OB ocTpblit neproa MHPEKLMOHHbLIX
3aboneBaHnK

OlMpwu annepruyeckmx peakumsax u 6onesHsXx,
NpoTEeKaLLNX C rMNeppeakTMBHOCTbLIO
HeMeasIeEHHOro Tmna

OKonnareHo3ax v Opyrmx ayToUMMYHHbIX
paccTponcTBax

OJBC — cuHapome

O3roKa4ecTBEHHbIX 3a60neBaHnsX CUCTEMbI
KpOBW

OBornesHsax, conpoBoXaatoLLNXCS
crnneHomeranuen n gUCcnneHn3Mmom

OBpoXaeHHbIX aHoMarnmsax cocyaos U

DY



UTI (6one3sHb Bepnbroga)-

NanonaTnyeckas TpoMoOOLUTONEHNYECKASA
nypnypa - 3To 3a60/IeBaHME C U30/IMPOBAHHOM
MMMYHHOM TpomboumToneHmen Huxke 100,0 o
10./n, conpoBoXaawLleeca nau Het
remMopparmM4eckMm CMHAPOMOM Pa3J/INYHOM
CTeneHu BblpaXKEHHOCTH




3aboaeBaemocts I'TII B Mmupe cocraBaser 1,6-3,9
cayuaeB Ha 100 000 naceaeHmna B roa,
PACIIPOCTPaHEHHOCTDb KoAeOAeTcA OT 4,5 A0 20 caydaeB
Ha 100 000 maceaenua. I'TII ne numeer
reorpadpuyecKux ocooeHHocre. My>KumHbI OOAEIOT B
5--6 pa3 perxe >xeHiuH. Yaiie 3a00A€BarOT AUIIA B
Bo3pacre ot 20 Ao 40 aet -- 54% OGoabHBIX, 0T 40 A0 60
Aet -- 30% u coBceM peaxo moaoxke 20 u crapiae 70 aer
(5% 1 11% coorBeTcTBEHHO)



[ TyckoBeiMu dpakTopamu ITII moryT OBITE
MHMEKITNH (Jarrie BUPYyCcHbIE) — y 59%,
oepemeHHOCTD — y 19%0,

crpecc —y 15%,

XUPYPIAIECKIE MAHUIIYAAITH — v 4%0,
pusmaeckasn Harpyska — y 2%o,

IPUBUBKH -- § 1% OOABPHBIX



IIpopuirakrnyeckne NpUBUBKHU
BupycHbie nHpeKnun JlekapcrBa

TpombGomuTONIEHUSA

CHvHTE3 aHTUTPOMOOUMTAPHBIX

AYTOAHTHTEI CnoHTaHHBIN reMopparus

JlecTpyKIus TPOMOOILIMTOB IloBbIIaeTCd MPOHUIAEMOCTh

B CCJIEC3CHKE COCYI10B

HCTpousa COCyIuCThbIN
TPOMOOLIUTONICHHUS AFC Y YIj
CH/I0TEeJINMI




JTnonorma:

 IIpoBonupyroinye GakTOPhI:

-supycsl (LIMB, Bupyc dminreriHa-bappa, KpacHyxu, BETPSHON
OCIIbI, TPUIITNA)

-0akTepumn

-BaKIMHAIIUU

-JieKapcTBeHHbIe cpejicTBa (anTuouoruku, HIIBC, remapus,
CAJIUIIJIOBAA KHCJIOTA)

-UHCOJIALAA

-TiepeoxJIaKieHre

-TPABMBbI

-prU3NYECKHE U IICUXUYECKHUE IePETPY3KHU
-omepanuu

« QOH: KOHCTUTYLIUOHHAA IIPEAPACIOJI0KEHHOCTD

( ayToCOMHO-IOMUHAHTHOE HacJieJlIoBaHUEe KaueCTBEHHOMN
HEIIOJIHOIIEHHOCTU TPOMOOIIUTOB)



DTHOAOTHS

s DTHOAOTHYECKH TPOMOOIIITOIIEHUH

IIOAPA3ACAAFOTCA HA 3 OCHOBHBIC I'PYIIIIBL —
= -JCKOPEHHBIN PACITaA UAU IIOTPEOACHHE

= - CHIDKCHHASA IIPOAYKITHA

= - CeKkBecTpanus (ACIIOHUPOBAHUE)



DTHUOAOTUS

YcKopeHHOE pa3pylieHHue TPOMOOIIUTOB HAU

notpe6aerne (COIIPOBOKAACTCA YBEATICHUEM
KOAMYIECTBA METAKAPUOIIUTOB B KOCTHOM

MO3Te):

= VIMMmyHHBIE TPOMOOIIUTONECHUN: HAUOIIATHYECKIE U
CHIMIITOMATHYECKHE (HAIIPUMEP, HAHOIIATHYIECKAA
TpoMOonuronenuyeckas mypuypa (MTTI),
TPOMOOITUTOIEHUSA IIPU CUCTEMHON KPACHOU BOAYAHKE
(CKB));

= AmcceMIHHPOBAHHOE BHYTPHUCOCYAUCTOE CBEPTHIBAHIIE
(ABC);

=  Mukpoanrumonarun (Harrpumep, HELLP-cuaapom, AFLP,
TTIL I'VC);

= ['ecratmonnasn tpomoonuronernus (I'T)



DTHOAOTHS

s CHmwxenue o0OpasoBaHuA TPOMOOIIUTOB
(COIPOBOKAAETCA YMEHBIIIEHIEM
KOAMYECCTBaA MCT ﬂKﬂpI/IOHI/ITOB B KOCTHOM

MO3Te):

= Aelikemus, amaacTHIecKas aHEMUSA, ACDUITUT
dpoAMEBONT KHCAOTEL, IIPHEM MEAUKAMEHTOB,
BUPYCHBIE MH(EKITH.

s AenoHupoBaHne — HAKOIIACHUE

TPOMOOITUTOB B YBEATYEHHOM CEAE3EHKE
= Opu ouppose, AnMdomax, ooae3ru 1 'omre u

T.A.



Knaccnopukauma UTITI:

* [Io TaxxecTu:
-jerkas (HaJudue KOXKHOTO CHHPOMA);

-cpeaHen TsxkecTn (  yMepeHHBIM  KOXKHBIU
CUHAPOM HM  KpPOBOTe€UeHHe,  KOJIJINYECTBO
TPOMOOIIUTOB 50-100%10 9/11 );

-Tsizkenasi ( KOKHble MPOSBJIEHUA, AJINTEIbHbBIE
oOUJILHBIE KPOBOTEUYEHHUS, KOJLJIMYECTBO
TPOMOOITMTOB MeHee ueM 30%10 9/1).



——————
Knaccnopukauma UTII:

o QOpMBI:

-TeTEePOMMMYHHas;
-ayTOMMMYHHasI;

» IIo Teuenuio:

-ocTpast (o 6 mec);
-XxpoHuueckas (bosee 6 mec);

-c penuaAnBaMU (pPeIKUMU, YACTHIMHU);
~HeIIPePbIBHO-PEIUANBUPYIIIAL;
« Ilo mepuogam:

-000CTpeHus;

-PEMUCCHUH :

-KJIMHUYECKOH (OTCYTCTBHE TeMOPParunyecKoro CUHipomMa mpu
HAJIMUUU TPOMOOITUTOIIEHNH )

-KJINHUKO-T€MAaTOJIOTHUYEeCKOH (OTCYTCTBUE KJIMHUUYECKUX U
J1abOpaTOPHBIX MPU3HAKOB TPOMOOIITUTOIIEHIH )

[To KAMHIYECKON KAPTHUHE Pa3ANIAFOTCH
«cyxue» (MMeeTCA TOABKO KOKHBIM T€MOPPATHTIECKIIT CHHAPOM)

«BAQKHBIEY (IyPIIypa B COYETAHUHU C KDOBOTECICHUAMM)



[ 1o xapakrepy U BEIPAKECHHOCTH T€MOPPATTIECKOTO
cuaApoma (kaaccudpukarua BO3)

* 0-11 cTEIEHN — OTCYTCTBHE TEMOPPATUIECKOTO CHHAPOMA;

* 1-11 crenenn — meTexXUM M SKXUMO3BI (EAMHIYHBIC);

* 2-11 CTEIIEHU — HE3HAYUTECAbHAA IIOTEPA KPOBU (MEAECHA,
reMaTypus, KpOBOXapKaHbE);

* 3-U CTEIIEHU — BBIPAKECHHAA ITOTEPA KPOBU (KPOBOTEUCHUE,

TPEOYIOIIee IEPEANBAHNA KPOBA AN KPOBE3AMEHHITEAECH );

* 4-11 CTENIEHU — TAKEAAA KPOBOIIOTEPA (KPOBOU3AUAHUA B
TOAOBHOU MO3T U CETYATKY I'Aa3a, KPOBOTEUYEHUA,
3aKAHYUBAFOIITUECA ACTAABHBIM HCXOAOM).




[laToreHes:

 IIoBBIIlIEHUE IECTPYKIUHU TPOMOOITTOB B
nepueprudyecKkoM pycie B pe3ysibTaTe HWMMYHHBIX
MeEXaHHU3MOB (o6paszoBaHUsI aHTUTE K nX
MeMOpaHHBIM aHTHUT€HaM)->Ha TPOMOOIIMTHI OCEIaI0T
MK B cocTaB KOTOPBIX BXOAUT aHTUTPOMOOIIUTAPHBIE
AT (ATA) -> HeobpaTumasi arperaunus, BbleJeHIe
BAB, TpombonuToneHus -> IIPOAOIKUTEIHLHOCTD
*KU3HH TPOMOOIIUTOB COKpalllaeTcsa ¢ 7-10 JHEU [0
HECKOJIBKUX 4YacoB, a npoaykmuda wux B KM
IIOBBIIIAETCH.

* B cocynucToM 5HAOTENH IMTPOUCXOAUT AECTPYKIUA —>
IIOBBINIIEHHE MPOHUIAEMOCTU COCYZIOB U CIIOHTAHHBIM
KPOBOTEUEHU M.
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Ab=antibody, APC=antigen-presenting cell
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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




DopMbil:

» [lepeuncnensabsie (QAKTOPHI COAEHUCTBYIOT Pa3BUTHIO
reTepOMMMYHHBIX (DOPM.

* AyTOUMMYHHBbIE pPa3BUBAIOTCA B pe3yJsbTare
ayTOMMMYHHBIX PEakIlMii B OpraHu3Me peOeHKa,
KOTOpble MOTYT BO3HUKATh IIOCJ€ BaKIMHAIUH,
BUPYCHBIX HH(MEKINH.

« UMMyHHBIE (GOopMBbI BO3HUKAIOT  BCJIEACTBUU
HECOBMECTHMOCTU II0 TPOMOOIIMTAapHBIM aHTHUTE€HAM
MaTepu U pebeHKa, mepeJuBaHUsS HECOBMECTUMOMU IIO
TPOMOOIIUTAPHBIM aHTUT€HAM KPOBH.

- TpancummyHnHass ¢dopma OpH HAJIUYHK y MaTepu
TPOMOOIIUTAPHBIX ayTOAHTUTEI.



KNAMHIYECKH IIPOSABACHUA OOAE3HU 3aBUCAT OT CTEIICHU
TPOMOOITUTOIICHI.

B ocHOBHOM 3TO CIIOHTAHHBIN UAU IIOCTTPABMATUYECCKUU
KOKHBII TEMOPPATUIECKUNI CUHAPOM (EAMHHUYHAA UAU
reHEPAAU30BAHHAA IIECTEXUAABHAA CHIIIb U 3KXUMO3EL),
IIETEXUH U SKXMMO3BI HA CAU3HCTBIX, HOCOBEIC I ACCHEBEIC
KPOBOTEYEHUA, MEHO- K METPOPPATHAH, PEKE - KEAYAOITHO-
KUIIIEYHbIE KPOBOTEYECHUA U remarypus. Yacrora
KU3HEYTPOKAFOIIX CYOAPAXHOUAAABHBIX KDPOBON3AUAHIL
ue npessimraet 0,5% [9, 10]. TsaxeAnlit reMopparudeckni
CHHAPOM, Pa3BUBAFOIITUIICHA IIPU KOAMIECTBE TPOMOOITITO]
coaee 30,0 » 109/ A, TpebyeT ITOncKa AOTTOAHUTEABHBIX
IIPUYUH KPOBOTOYUBOCTH (KOATYAOIIATHA, ITATOAOTHA
COCVAOB).



KAMHUKA:

« CrloHTaHHAa4, IoJIMMOpdHas (0,5-10 CM),
HeCUMMeTpUYHAasA IleTeXuaJIbHO-MAaITyJe3Hasl  ChIIIb
(mosIuXpomMHasa- «IHarpeHeBas KoKa» Ha Pas3HBIX
CTagusaX oOpaTHOTO Ppa3BUTHS), HeT U3II0JeHHON
JIOKaJIN3aIliM, He BO3HUKAET Ha JIaJOHAX U MOA0IIBaX.

- KpoBouznusaHus B CJINBUCTHIE 000JI0YKH,
KPOBOTEUEHHsI PpPa3HOM JIOKajau3amuu (HOCOBBHIE,
TleCHEBBIE, MAaTOYHBIE, MeJIeHa, reMaTypus,

KPOBOU3JINSAHUA B OPTaHbI)

« B TsKeNnbIX CJiydadX KpPOBOHUS3/IMAHHA B TOJIOBHOU
MOGJ3T..



Kounuyeckas npusmaxu

BosHukaromue Ha AF0001 TOBEPXHOCTU KOXKH U BUAUMBIX
CAU3HUCTBIX 000A0UKaX remMopparuu (KpOBOU3AUAHUA) UMEIOT
CACAYIOIIMIE XapAKTEPHbIEC IIPUIHAKH

AcuMMeTpUYHBIE,
IToaumopdHBIE — pa3HBIX pa3MePOB (OT IETEXUM AO IKXNMO30B)

IToanxpomHsbie (He oAHOTO 1IBeTa) — LIBeT KO’k OBIBaeT ot
KPACHO-00pPAOBOTO(CBEXKHE) AO CHHE-3E€ACHOTO U YKEATOTO (Uepes
HECKOABKO AHEN); KOJKA IIPHOOPETAET XapaKTEPHBIN BUA — «KOXKaA
A€OIIAPAA»

CrioHTaHHO€ BO3HUKHOBEHUA, IPEUMYHIECTBEHHO I10 HOYAM
Kposoreuenusn

M3 cAu3nucThIX 000A0UEK HOCA, IIOAOCTU PTA, MOUEBOTO My3bIPA,
SKEAYAOYHO-KHUIIIEYHOI'O TPAKTA, ACTKUX, IIOYEK U AP.

Y crapmmux A€BOU€K OOMABHBIE MOTOUYHBIE KPOBOTEUEHUA

MoryT OBITH KPOBOU3AUAHNA B TOAOBHOU MO3T, IIA€BPY, CETUATKY






AMarHocruka



Kpurepuu 1THArHOCTUKH
9

e  u3oxupoBaHHas TpoMmOoruroneHus menee 100,0 « 10° /1 B nByX

aHaJIN3axX KPOBH;
*  BHU3yallbHas OIIEHKA KOJIMYeCTBA U MOP(OIOTUHd TPOMOOIIUTOB;

*  TOBBIIICHHOE WX HOpMaJibHOE KomndecTBO MKII B Muenorpamme;
*  HOpPMAaJbHBIE Pa3MEPHI CEIIC3CHKMU;

° HCKIIOYCHHUC NPYTIUX IIATOJOTHYCCKUX COCTOHHHﬁ, BBI3bBIBAOIIINX

TPOMOOIIUTONEHHUIO;



1. AHaAMHE3 3a00JI€BaHUS: ycTaHOBICHHE

IPEAIICCTBYIONINX Pa3BUTHIO TPOMOOIIMTONECHUN (PaKTOPOB,
HarpuMep, OaKTepualibHask UM BUPYyCHasI HH(DEKIUS,

BAaKIMHAILIUA, CTPECC,

JICKAPCTBCHHBIC IIPCIIAPATBbI; AHAMHCCTHYCCKHUC TAHHBIC, 4
NMCHHO. HAJIMYNUC U AJIUTCJIIbHOCTD KpOBOTC‘ICHI/If/’I IT10CJIC

XUPYPru4e€CKUX BMEIIATEIbCTB, BAPUKO3HAS 00JIC3Hb,



3. ®u3uKaIbHOE 00CIeI0BaHNUE: TUIIEPTEPMUSI, CHUKEHHE MACChl Tejla U
CUMIITOMbI HHTOKCHUKAIMH, T€IaTO- U CIJICHOMeraius, JuMdboaaecHonaTus,
MaTOJIOTUSI MOJIOYHBIX KeJie3, Cep/illa, BEH H)KHUX KOHEUHOCTEH, BPOXKICHHBIE
aHOMAaJIMU TPeOyIOT J000CIeI0BaHMS IJIs HCKIIFOUSHMS 3a00JICBaHUN U
CUHIPOMOB, COIIPOBOXKIAOIIUXCS TPOMOOIMTOIICHUEW APYTroro (BTOPUYHOIO)
rene3a (BY, CKB, JIII3 u ap.).

4. O0mmii aHAJIM3 KPOBH C ONTUYECCKUM ITOACYETOM TPOMOOILIUTOB U
PETUKYIOIUTOB. ONTUYECKUI KOHTPOJIb KOJIMYECTBA TPOMOOIIUTOB («IJIa3aMu»,

1o ®oHKno) 00s3aTEIICH.

[Ipu UTII HaOmogaeTcst TOIbKO U30JUPOBAHHAS TPOMOOIIUTOIICHHUS, IPYTHE

IIOKAa3aTeJIl FeMOIpaMMBbI - 0O€3 OTKJIOHCHMH.



Auazrocmuueckue noxasameiu

TpombonmroneHn:A
YAAMHEHUE BPEMEHU
KpoBOTeUYeHUA 110 AIOKe

(10-20 munu. 11 0oAbIIIE)
YAAMHEHNE UAU OTCYTCTBUE

peTpAKIIIU KPOBAHOI'O CI'yCTKA

Hapynienne nmokasareaenl aAre3uMBHO-
arperanoHHan (PyHKIUA TPOMOOIITOB

IToaoxuTEeABHBIE IPOOBI HA BHIABACHHUE
PE3UCTEHTHOCTU KAITUAAAPHON CTEHKH

IIpyu 3HaUMTEABHOM KPOBOTE€YEHUN PA3BUBAECTCA
IIOCTTEMOPpPArndyeCKasg aHEMUA — YMEHBIIIEHUE
IIOKA3aTE€AECU SPUTPOLIUTOB U I€MOTAOOMTHA



Hapyimenusa peakiinyu BEICBOOOKAEHHA - PAA 3a00AeBaHUIM U
CHHAPOMOB, IIPU KOTOPBIX OTCYyTCTBYET
HAU PE3KO 0CAA0AEHA ACTPAHYAAIINA TPOMOOIITOB
1 BBICBOOOKAEHIE BHYTPUIIAACTHTHOYHBIX
¢daKTOPOB IIPU B3aNMOAENCTBUH TPOMOOIIUTOB
C arpeTUPYIOIINMH AT€HTAMM.

ITpu HacAeACTBEHHOM Ae(pUITUTE ITyAOB XpaHEHUA
BO3HUKAET AUC(PYHKIIHA TPOMOOIITOB

HAKAIIAUBATBh U BBIAEAATE AAD, CEpOTOHUH, AAPEHAANH
1 TPOMOOIIMTAPHEIN PAKTOP B IIPOILIECCE T€EMOCTA3A.
Kananygecku 3T0oT A€(PUITUT IIPOABAAETCA B BUAE
KPOBOTOUYHMBOCTH CAU3HUCTBIX 000AOUEK,

BO3MOJ>KHA reMaTypu-.

TpaBmaTnueckasa remaToMa BO3HUKAET AOCTATOYHO

peAKo.



5. buoxummyeckuir aHaAmu3s KPOBH C OIIPEAEACHUEM BCEX OCHOBHBIX
IIAPAMETPOB AAA OLIEHKH COCTOAHUA BHYTPEHHUX OPIaHOB U BBIABACHUSA
COMATHUYECKUX 32a00AEBaHUII.

0. VIMMyHOXIMHWYECKUIT aHAANU3 KPOBH AASl AMATHOCTHKA oO0ITIeNn
BapHAOEABPHON IMMYHHON HEAOCTATOYHOCTH (MMMYHOAEMHUIIHT), IIPH
KOTOPOH IIPOTHBOIIOKA32HO NMMYHOCYIIPECCHUBHOE ACUCHIE.

7. LlmToAOrImYecKkoe HCCAEAOBAHHE KOCTHOTO MO3Ira AAST HCKATOYCHIIS
TPOMOOITUTOIIEHNH IIPU OCTPHIX Aetiko3ax, A[13, MAC n AA, metacTasos
OIYXOAEH B KOCTHBIM MO3I U AD.

[Tpu UI'TTI uncao MKLI warre Bcero OBIBAET ITOBBIIIIEHHBIM UAH HOPMAABHBIM,
IIPUCYTCTBYIOT B OCHOBHOM HOPMAABHBIE U THTAHTCKHE (DOPMBL.

[TpoBeaeHHE TPETAHOOHOIICUHI KOCTHOTO MO3Ia IIOKA3aHO IIPH

PELIIAVMBHUPYIONNX U pe3ucTeHTHHIX (popmax ITII, ocobenno y marmeHTOB

craprre 60 aer, mpu masom uucae MKII B Mueaorpamme, moaospennn Ha
BTOPHYHBINA T€HE3 TPOMOOIIUTOIICHUH U IIPH PEIIEHUN BOIIPOCA O

CIIACHOKTOMIM.




8. Bupycoaormdeckue nccAeAOBaAaHUA HEOOXOAUMBI AASl HCKAFOYCHUSA
3200AEBAHHI BUPYCHOU IIPUPOABL, IPOTEKAIOIIUX C TPOMOOIIUTOIICHUH.
DTO AaHTUTEAA K BUPYCAM T'€ATUTOB

A, B u C, mposeaerne [1LIP-AmarnocTukn, a Taxke AHATHOCTHYIECKUIMT
MOHHUTOPUHT BUPYCOB cemercTBa Ipocroro repreca (IgM u IgG x

LTI TOMETAAOBHUPYCY, BUPYCy DurrrernHa--bapp u aApyrux), a taxxe IgM n
IoeG x BMY [15].

9. Amaraocrtuka Hellicobacter pyloti ¢ ToMOIIIBIO ABIXaTEABHOTO TECTA HAH
ompeaeaeHus agTureHos H. pyloti B kaae y OOABHBIX C OTATOIIECHHBIM

A3BCHHBIM AdHAMHC30OM M / NAMN KAMHNYCCKMMMN HPOHBACHI/IHMI/I SI3BEHHON

OOAE3HU KEAYAKA U ABEHAAIATUIIEPCTHON KUk [16].
10. I'lpamas mpoba KymOca y OOABHBIX ¢ aHEMUEHN U PETUKYAOIIUTO30M U §
OOABHBIX, KOTOPBIM ITAAHUPYETCA ACUYCHUE AHTHUPE3YCHBIM

UMMVHOTAOOVAMHOM (amTr-D




11. I'lpm mepBrrarOM OOCAEAOBAHUH U TPOMOOITUTOIICHIH
mroke 50,0 x 109/ A -- mccaeaoBaHme pa3BepHYTON
koaryaorpammel (AY'TB, mpoTrpoMOnHOBOE I TPOMOMHOBOE

Bpems, puopnHoreH, anturpomonH 111, douOpraOATTIIECKAA

AKTUBHOCTD, arperarnus TpomoornToB ¢ AAD, puctoMuIImHOM
1 AaAPEHAAMHOM, CKOPOCTD arperaruu TPOMOOITUTOB,
akTHBHOCTD (pakTopa XIII, PKM®, aktmBrOCTS TTpOoTENHA C)
(14, 17].

12. Mapxepsr TpomMOOdHATN (IPU HAATINH B aHAMHE3E
TPOMOO30B MAH HUITleMIYecKnX aTak) [9, 14, 17].

13. V3 nan K'T opranos OpIOITHON IOAOCTH U
3a0prommHHOTO Hpocrpanctsa [9, 14, 17]. 14. Perrenorpadpus
nAu KT opranos rpyanon kaetkn [9, 14, 17].




[ToTrerTImaAPHO HTHMOPMATHBHBIE METOABI AAOOPATOPHOTO

é % BAHU o
HYeCKUe aHTUTeNa K TJIUKOIIPOTEHHAM TPOMOOIIUTOB. BEICOKMIA
TUTP YKa3bIBa€T HA HUMMYHHBIN I'eHe3 TPOMOOIIMTONICHUH, HO HE SIBIISICTCS

a0COJIFOTHO

MH(POpPMATUBHBIM MeToaoM [1, 18-22].
2. Aatudocdomunuansie anturena (IgM u IgG), B Tom uncine

BOJTYAHOYHBIHN

AHTUKOATYJISIHT U aHTUTENA K KapauonunuHam (st uckiroueHust ADJIC)
[1, 20-23].

3. Autututena k TIIO u oneHka (OyHKIIMHM IIATOBUAHOM >KE€I€3bI (J1JIs



/InarHoCTHKa:

2Kaso0pl, aHaMHe3, KJIMHUKA.

« IlosoxkurenbHas Ipoba Ha PE3UCTEHTHOCTh KAaMJLIAPOB( KIyTa,
munka, KoaruamsoBckoro-Pymmnens-Jleeze)

« CHMm>KeHHne TPOMOOIIUTOB B KPOBU HUKeE 150%10 9/71

- IloBbIllIeHNE AJIUTEILHOCTH KpoBoTeueHUs 1o Jloke( Oosee 4
MUH)

« CHM)KeHMeE peTPakKIuU KPOBSIHOIO crycTka (MeHee 60%)

» YBesimuyeHune KojndecTBa MerakapuonutoB B KM (6osiee 54-114 B
MKJI)

 YBesmueHHe pa3MepPOB TPOMOOIIUTOB U X IIONKUIOIIUTO3

- Hapymenue  cBOUCTB  TPOMOOIIMTOB(CHH}KEHHE  aJIle€3UH,
HapyllleHHe arperamun)



Anargocruka NTII

Kaptraa nepudepuydeckon KpoBU

+  XapakTepHa U30AUPOBAHHAA TPOMOOITUTOIICHUS
0€3 M3MEHEHUM CO CTOPOHBI APDYTHX POCTKOB
KPOBETBOPEHUH.

- B OTA€ABHBIX CAyYAAX MOMKET UMETh MECTO AHCMUS]
OOYCAOBAECHHAA KEAE30ACOUITUTOM.

- Aasa UTII He XapaKTepHbI U3MCHECHISA
MOP@OAOTHHI KAETOK KPOBU BT AEMKOITMTAPHOM

(i)opMyAbI. OHH MOTIYT CBUAETEABCTBOBATH B IIOAB3Y
BTOPUYHOMN TpomoOormToriennu. Harrpumep -
IITI3OIIUTHL IIPU TPOMOOTHIECKOH
TPOMOOITMTOIIEHIYECKON IYPHYPE U TEMOAUTHKO-
YPEMHYECKOM CHHAPOME.



Anargocruka NTII

KapTHHa KOCTHOI'O MO3Ia

HccaeaoBanme acoupara U TPEHAaHOOUOIITATA
KOCTHOI'O MO3Ta HEOOXOAUMO AAS MCKAFOYCHUS
IIPUYINH BTOPUIHON TPOMOOITUTOIIEHUH, 4 TAKKE
AAA OOOCHOBAHUSA IIEAECOOOPA3HOCTH BBHIIIOAHEHUSA
CITACHOKTOMMUM.

[ToMrMO TTHTOMOP(MPOAOTHIECKOTO IIEAECOOOPA3HO
BBEIIIOAHATH ITUTOTCHETHUYIECKOE U
MMMYHOMEHOTHUITTIECKOE UCCAEAOBAHUA KOCTHOTO
MO3I'a AA UCKAFOUYEHUA TEMOOAACTO3A.



Anargocruka NTII

ccaepoBarme ra Helicobacter pylori HeooxoamMoO
B CBAI3U C TEM, UTO IPAAUKAIIISA AAHHOTO
MHKPOOPTAHHU3MA CIIOCOOCTBYET YBEAMIECHIIO
KOAIYIECTBA TPOMOOITUTOB.

Hccaepobanue ma BVY, HCV, aApyrue ocrpsie
IIEPCUCTUPYIOITNE BUPYCHBIE MHEKITHA
(ITapBOBUPYCHAA, IUTOMETAAOBUPYCHAA) AAA
VICKAFOYEHUSA BTOPIIHON TPOMOOITUTOIICHIH
KAUHnYecku HeoTAnuumoun ot NTTI.



Anargocruka NTII

CKpHHHUHIOBBIE TECTBI HA AHTH(DOCHOAUTTTAHBIN
CHHAPOM. AHTHE(MOCHOAUITHAHBIE AHTUTEAA T
BOAYAHOYHBIN AHTUKOATYASHT MOTYT OBITh
IIPUTINHON BTOPUIHON TPOMOOITUTOIIEHIH 1
COOTBETCTBEHHO HEI(PPEKTUBHOCTU CTAHAAPTHOM
teparnu VT y 40% marmuenToB ¢ THOMYHON
KAMHUYECKOU KaPTUHOM.

OmnpeAeAeHIIE AaHTUTUPEOUAHBIX AHTUTEA.
AncYHKITIA ITITOBIAHOM KEAE3BI, CBA3AHHASA C
HAAMYHEM aHTATEA K THPEOTAOOYAIHY, MOKET OBITH

W
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I. «Jloxxnasy nnm ncesnotpomoonuTonenws. [1. [ToBeImeHHas 1eCTPyKIUsS TPOMOOIIMTOB:
1. AyrouMMyHHas:
-  UTII

*  Bropuunas: noctuHdekimoHHas, y 6epeMeHHbIX, Ha ¢poHe ayroumMmyHHOro Tupeonauta, CKB, ADJIC u npyrux
koyareHo3ax, npu JII13, nekapcTBEHHOTO U BUPYCHOTO TeHE3a U JIp.;

2. AIOUMMYHHas:
* HeonaranbHas TpOMOOIIUTOTICHHSI,
* Tlocrrpancdy3nonHas mypmypa.
3.JlecTpyKIiuss HEUMMYHHOTO T€HE3a:
+ JABC;
*  CEepIeYHO-COCYIUCTHIC AHOMAJIMU ¥ 3a00JIeBaHMsI (AaHEBPU3MBI, IOPOKHU CEPIla, CTCHTUPOBAHUE);
*  TpoMOOTHYECKasi TPOMOOLUTOTICHUYECKAs ypITypa;
*  TEeMOJIUTUKO-YPEMHUYECKHIA CHHAPOM;
* TpoMmOoTHUYECKas MUKpoaHTHonarus (MukpoTpom603sl). I1I. Hapymenue npogykuuu TpoMOOIIMTOB.
1. JIekapCTBEHHO-OMTOCPEAOBaHHAS TPOMOOIIUTOTICHUSI.
2.adexunonnbie 3a001€BaHUs.
3. Toxcuyeckas (aIKOTOMIb | 1. ).
4.MeracTaTu4eckoe MopakeHUe KOCTHOIO MO3ra IPU HEOIIa3Max.

5.3aboneBaHus CUCTEMBI KPOBETBOPEHUs (OCTpHIit neiiko3, AA, MIIC, JITII3 u ap.).
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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



3 3Tana n1evyeHus:

« KoHCcepBaTUBHBIN
» OnepaTUBHBIN
» Tepanusa «otuyasHUA» ( UTOCTATHUKHU )



JleyeHue:

 'ocriurasin3anusa Bcex ¢ reMopparunyecKum
CUHIPOMOM.

o JIneTa:Iipu ajyIepruvyeCKux NpOosBIEeHUAX-
TUIIOAJIJIEpTeHHAad JUeTa,[IPU KHUIIEeUHbIX
KPOBOTE€UEHUAX-CTOJI NO1,B IPYTUX CIAyYaAAX
IIMTaHHE IIOJTHOLIEHHOE,BUTAMUHU3UPOBAHHOE)

* ITUOTPOMNHOE: IIPU HAJTUUYUUN MAPKEPOB
BO30Y/IUTEIA



Nevernme V'TITI]

Ilepea HayaAOM TEpaATUU
VIUTBIBAIOT BEIPAKEHHOCTh KPOBOTOYNBOCTH

HAAMYHE CONYTCTBYIOIINX 3200AEBAHUN, IIPEAPACITOAATATOIINX K
KPOBOTOYHUBOCTH

BO3MOKHBIE OCAOKHEHHUSA TEPAITHN
IIpO(pEeCCHOHAABHBIE PUCKI TPABMATH3AIIIH
TOAEPAHTHOCTD K HOOOYHBIM 3D (PEKTAM TEPAITHH
HEOOXOAUMOCTD OIIEPATHBHBIX BMEIIATEABCTB
MOTHBAITHIO AITIEHTA

VIIOTPEOACHHE ACKAPCTBEHHBIX CPEACTB, KOTOPBIE MOTYT
CIIPOBOITIPOBATH KPOBOTOUYMBOCTE Ha (DOHE TPOMOOIIITOIIEHUN

BO3pacT marmenTa (crapre 60 Aer)

KPOBOTEYEHUS B AHAMHES3E.

AedeHne peAKO OBIBAET DRSO AN ICE AN YPOBHEM
TpoMOoIIIITOB OoAee 50x10 N IIPU OTCYTCTBHUH KPOBOTOUHBOCTH



Aeuenne UTTI

Tepanusa 1-it Amanm (HaYaAbHASA TEPAINA AASl BIIEPBBIE BBIABACHHBIX ITAITUEHTOB)

KopTHKOCTEPOUABI — CTAHAAPTHAA HAUYAABHAA

TepaHI/I}I

[Tpearmzonron B Ao3e 0,5-2,0 mr/kr/cyrku A0
ITOABEMA YPOBHA TpoMOornToB BeIrre 30-50
x109/A. Ilpu orcyrcrBum acpdexra
IIPOAOAKHUTEABHOCTD TEPAITUH
IIPEAHUI30AOHOM HE AOAKHA IIPEBBIIIATD 4
HEACAD.

AekcameTasoH B A03e 40 mr/ CYTKH B T€UeHHE 4 AHEN,
1-4 mukaa ¢ HHTEPBAAOM 14-28 Anen.

MetuanpearnzoAoH B A03e 30 Mr/Kr/cyTku B
TedeHUe / AHEH B/BEHHO C AAABHEHIIINM IIEPEXOAOM
HA TIEPOPAABHBIE KOPTHKOCTEPOUABIL.



Aeuenne UTTI

Tepanusa 1-it Amanm (HaYaAbHASA TEPAINA AASl BIIEPBBIE BBIABACHHBIX ITAITUEHTOB)

BryTpHBEeHHBIIT TMMYHOTAOOYAWH IIPUMEHSIOT B
arose 1 r/kr/cyrku B 1-2 madysmsx 1-2 Ams, 910
MOKET OOECIIEINTH HIOABEM TPOMOOITUTOB B
TedeHUE 24 9acOB IIOCAE€ HAYaAd TEPAIIUH.
AABTEPHATUBHBIN METOA BBeaeHUsA 0,4
r/Kr/cyTKu B TedeHne 5 AHel. AOmoAHUTEABHOE
HA3HAYEHNE KOPTUKOCTEPOMAOB CITIOCOOCTBYET
YCHIACHHUIO OTBETA I CHIKEHHUIO PHCKA
ITOOOIHBIX 9P(PEKTOB BHYTPHUBEHHOTO
NMMYHOTAOOYAHHA.



Aeuenne UTTI

Tepanusa 1-it Amanm (HaYaAbHASA TEPAINA AASl BIIEPBBIE BBIABACHHBIX ITAITUEHTOB)

BHyTpUBEHHBINI UMMYHOTAOOYAMH aHTHU-D
IPUMEHSFOT B A03€e 50-75 MKr/Kr OAHOKPATHO ¥
Rh(D) mo3mTuBHBIX TAITMEHTOB, HE UMEFOITTIX

HPI/ISHaKOB aYTOI/IMMYHHOfI I'€eMOAUTUYECCKON
AHCMII.



NAegenme N'TTI
YpreurHas Tepanu

- IIPA HEOOXOAMMOCTH OIIEPATUBHBIX BMEIITATEABCTB,

° YIPO3€ UAU PA3BUTHU KPOBOTEYEHUSA B IIEHTPAABHYIO
HEPBHYIO CUCTEMY, }KEAYAOIHO-KUIIIEYHBIU TPAKT,
MOYEBBIACAUTEABHYEO CACTEMY.



Aeuenme NTTI
YprearHas repanu

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

s [Ipm orcyrcrBun adppexta MAM OITACHBIX AAA
KU3HU KpoBoTedeHuAx (Hamp. B LIHC) —
PEKOMOMHAHTHBIN aKTUBUPOBAHHEBIN (pakTop VII

90-120 mkr/kr



Negernne NTITI

Tepanua BTOpOM AMHUM
Craenskromus.

BeimoAndaroT He paHee, yem depe3 6 MECALIEB ITOCAE
YCTAHOBAEHHUSA AMATHO32, ICXOAA U3 BO3MOKHOCTH
AOCTHKECHUSA PEMUCCUU B TCUCHUE 6-12 mecsries.

- CrraeHOKTOMUA TPEOYET IIPEABAPUTEABHON IIPOMPUAAKTHUKI
MHEKITNH, IIOCKOABKY PE3KO ITOBBIIIAET PUCK MH(PEKITIH.

- Heobxoanma BAKIITMHAITNUA KOHBIOTHIPOBAHHON,
ITOAUBAAEHTHOU BAKIIMHOU IIPOTHUB Streptococcus
pneumoniae, Neisseria meningitidis 1 BAKIMHON IIPOTUB
Haemophilus influenzae b (Hib) 3a 4 meaean (Aydrme) man
gepe3 2 HEACAH ITOCAE CITACHIKTOMHH C ITOCAECAYIOITIEH
PEBAKITMHAITEH B COOTBETCTBUU C CYIIIECTBYIOIITIMU
IIPABUAAMU.

-V aIMEeHTOB, IIOAYYIABIIINX PUTYKCIMAO B
IIPEAIIIECTBYIOITNE 6 MECAIIEB BAKIIMHAITNA HEd(PPEKTUBHA.



NAegenme N'TTI
Tepanua BTOpo¥ AMHUH

HaAmgne mpoTUBOIOKA3aHUU K CHACHOKTOMUU
AU OTCYTCTBHE COIAACHA IAITMECHTA HA
OIIEPAITHIO ACAAIOT HEOOXOAUMBIM ITPIMEHEHIIE
MEAUKAMEHTO3HOU TEPAIINU BTOPOU AUHUU.



NAegenme N'TTI
Tepanua BTOpo¥ AMHUH

Purykcumab mpumeHsroT B A03e 375 mr/ M2 1
pa3 B HEACAIO, 4 HEACAH.

Memnbmmue A036r 100 Mr/m* 1 pas B HeaeAro, 4
HEACAH, TAKKE AAFOT 3P@EKT, HO OH OOAEe
OTCPOYEH.



NAegenme N'TTI
Tepanua BTOpo¥ AMHUH

IMuxaocropun A B A03e 5,0 Mr/Kr B ACHB B
teuenue 6 AHeH, 3atem 2,5-3,0 Mr/Kr/cyTKu oA
KOHTPOAEM ypoBHA perapara B kposu (100-200

HT/MA). DPDEKTUBEH B KATECTBE MOHOTECPAITHI
M B COYETAHUU C IIPEAHU3OAOHOM.



NAegenme N'TTI
Tepanua BTOpo¥ AMHUH

MukodgeHorar mopeTnH —
AHTUIIPOAU(PEPATUBHBIT UMMYHOCYIIPECCOP —
HA3HAYAIOT B IPOIPECCUPYIOIIUX A03aX OT 250
mr A0 1000 mr/cyTtku 2 pasa B HEACAFO B TEUCHHE

3 HEACAD.

AaHa3z0A — aHAPOT€H — Ha3HA49ar0T B A03€ 200 mr
2-4 pasa B cytku (10-15 mr/kr/cytku per 0s).
AaricoH — IIpemnapaT AASI ACUYCHUA ACIIPHI —
mpuMeHIIOT B Ao3e 75-100 mr/cyT. repopaabHoO.



NAegenme N'TTI
Tepanua BTOpo¥ AMHUH

Azaruonpumn 150 mr/cyrku (1-2mr/kr/cyT).
IMuxaodocdamua B A03e 1-2 Mr/kr B cyTKH per
0S MUHUMYM 106 HEAEAD UAU BHYTPUBEHHO
0,3-1,0 r/m2 1-3 BBeA€HHA KaKABIE 2-4 HEAEAN.
HasmagaroT manmenTam, pe3UCTEHTHBIM K
KOPTHKOCTEPOHUAAM 1/ AU CITACHIKTOMUM.

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

6 mr).



NAegenme N'TTI
Tepanma BTOpo¥t AMHUU

ATOHHCTHI PEIIENTOPOB TPOMOOIIOITHHA —
9ATpOMOOIIATr Darpombornar («PeBoaeiia»)
HEMNEIITUAHBIN IPEHAPAT AAA IIEPOPAABHOIO IIPUEMA,
HazHavaeTcs B Ao3ax 25, 50 u 75 mr/cyTkm.
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Thrombopoietin (TPO) levels
in ITP
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donors

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

Y

Increased platelet production




NAeuvenmne NTII

/\edeHne marmeHTOB B PELIMAUBE IIOCAE TEPAITUU 1-11 mAm 2-11
AUHUN

Oxoao 20% marnmeHTOB HE UMEFOT TEMOCTATUYECKHU
AOCTATOYHOIO YPOBHA TPOMOOIIUTOB ITOCAE
CIIA€HOKTOMUHU UAU MEAUKAMEHTO3HOH Tepanuu 1-ui
UAU 2-U AMHHI

10-20% oTBeTHBIIIIX HA CITACHIKTOMUIO
PEITUAUBUPYIOT.
HeOoApImas 9acTp 3TUX ITAITMEHTOB MOTYT OBITH
OTHOCHUTEABHO TOAEPAHTHEI K rAy60K0H
TpomoOoruronennu (Meuee 10x10 ’/ A) C COXpAaHEHUEM
YAOBAETBOPUTEABPHOI'O KAYECTBA KU3HHU.

OAHAKO ¥ OOABIITIHCTBA MTAITIEHTOB Ha POHE IAYOOKOHN
TPOMOOIIUTOIIEHUN COXPAHAECTCA KPOBOTOUNBOCTD,
HH3KOE KAYECTBO KU3HU, BBICOKAU PUCK CMEPTH.



Neuvenune UTII

/\edeHne marmeHTOB B PELIMAUBE IIOCAE TEPAITUU 1-11 mAam 2-11
AUHUN

- KoMOuHHpOBaHHAA XUMHOTEPATINA.

o HI/IKAO(bOC(i)aMI/IA B Ao3e 100-200 Mr B AeHB

BHYTPUBEHHO B 1 — 5 AU 7-11 AHHU C
IIPEAHU30A0HOM B A03e 0,5-1,0 mr/kr/cyTin
IIEPOPAABHO B 1-7 AHH,

- BHUHKPHUCTHUH B AO3€ 1-2 mr BayTpHBEHHO B 1 ACHD I
A32THOIIPUHOM B Ao3e 100 Mr/cyTku mIepopaspHO B

1-5 mam 7-11 AHU, ATOO 3TOIIO3MAOM B A03¢e 50
MT/ CyTKH TTepOpaAbHO B 1-7 AHmI.



Neuvenue UUTTI
/\edeHne marmeHTOB B PELIMAUBE IIOCAE TEPAITUU 1-11 mAm 2-11

AUHUN

Kammac 1H (agtuCD52) — aapTepraTuBa AAA
TxeAon pedpakrepron MTII, oaraxo,
IIPEIIAPAT MOKET BBI3BIBATD THKEAYIO, 3AUACTYIO
’KI3HEYTPOKAIOIITYIO UMMYHOCYIIPECCHIO 1
TPEOYET IIPOBEACHUE IIPOAOAKITEABHOM
AHTHOAKTEPHUAABHON, IPOTUBOTPUOKOBON 1
IIPOTUBOBUPYCHON TPOPUANAKTHKH.

TpaHCITAQHTAITIA TEMOIIOITHIECKIX CTBOAOBBIX
KAECTOK MOXKCT I/IHAYL[I/IPOBB,TI) peMI/ICCI/IIO y
ITAITIEHTOB C XPOHUMYIECKON PEITUANBUPYIOIIICH
pedpakrepuon MTTI c remopparudecknmu
IIPOSABACHUAMI, OAHAKO COIIPOBOKAAETCH
IIOTEHITIAABHO (PATAAPHON TOKCHIHOCTBHIO



Croacu0o 3a
BHUMAaHUue!



