PocTOBCKMM rocyaapCcTBEHHbIM MeAULMHCKUU YHUBEpPCUTET
Kadeppa rematonorum u tpancpysmonornmn ®IK m MMnc.

[lepBUYHAA MMMYHHAA
TpombouutoneHus.
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[NlepBYHaA UMMYHHAA

TpombouunutToneHus
IT0 — mNepBHYHOE 3a00/iIeBaHHE KPOBETBOPHOM CHCTEMBI,
npeacTaspjsioniee co00H N30, JMPOBAHHYIO UMMYHHO-
ONMOCPEeA0BAHHY IO TPOMOOLIUTONECHHUIO (koIMYeCcTBO

TpoMOOUMTOB B mnepudepuueckoii kposu menee 100x10°%i),
BO3ZHUKAKIIYI0 U/WIM COXPAHAIIIYIOCH 0€3 KaKuX JU00 ABHbIX
MPUYHH.

BriepBble 3T0 maTosiorudeckoe cocrossaue onucano B 1960 roxy.

Cpeau MoJioAbIX JIKOAed 3TO MATOJOTMYecKOe COCTOSIHHE
npeodJiagaeT y JHUIL }KeHCKOI0 1MoJia.

B Bo3pactHbix rpynnax ot /0 go 99 sger cpeaun 6oabHbix UTII
PeodIagaAlT MYKYUHBI.



UTT: 3aBUCMMOCTb 4YacTOTbl KPOBOTEYEHUMN
(TsXXenbIX U € NneTanbHbLIM NCXOA0M)
OT BO3pacrTa

100 KpoBoTeuyeHus c

S 90 netanbHbIM UCXOO0M

G,EJ o\° 80 B MaccuBHble KpOBOTEYEHMUA

Llr':> )E 20 6e3 netanbHOro ucxoaa
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<40 40-60 > 60
n=571 n = 240 n=183

Bo3pacTHasa rpynna (ner)

Cohen et al. Arch Intern Med. 2000;160:1630-1638.



UTI: 3aBUCMMOCTb 4YaCTOTbl reMopparn4eckux NnposaABrieHUNn
(TsxenbIX U € neTaribHbIM UCXOA0M)
OT BOo3pacTa no AaHHbIM KnuHUKu Poctl MY
(n=235; 2009 — 2014 22).

B remopparmMyeckui
CUHAPOM C NeTaNlbHbIM
ncxoaom

B BbIpa*XeHHbIN
remopparnyeckmm
cMHapom 6e3 netanbHOro
ucxopa

<40 netr 40-60 ner >60 net
n=49 n=114 n=72



dopmbl nepBUYHOU UMMYHHOM
TpoMOOLMTONEHUMN.

MepBoHauyanbHoe onpeaeneHnel?

Octpaa UTN XpoHuyeckasa UTMN

0-6 mecaues >6 mecaues

HoBsoe onpeaenenune?

Bnepsble
BbIAB/IEHHAA
UTMN

Mepcuctupyrowaa UTM XpoHuueckasa UTI

BepoATHOCTb CMOHTAHHOM PpeMUCCUM NO-NPEeXHeMy Be/InKa B
TeyeHue 3TUX 3-12 mecaues

0-3 mecauya 3-12 mecaues >12 mecaues

1. Ruggeri M et al. Haematologica 2008;93:98-103.
2. Stasi R & Newland A. Br J Haematol 2011;153:437-450. 3. Rodeghiero et al. Blood 2009;113:2386-2393.



Obsa3aTenbHble nccnegosaHunsa npu UTT

001N aHAJIN3 KPOBHU € ONpeaeJeHueM KOJIHYECTBA TPOMOOLMTOB U PETHUKYJIOUHNTOB;

onpeaejieHue KOHIEHTPAUMU HMMMYHOII0OynHoB A, M, G B KpoBH (MCKJIIYHUTH
BapualeJbHbIA MMMYHOAC(PUUHUT NPH KOTOPOM IMPOBEACHHE HMMYHOCYIPECCUBHOM
Tepanuu NPOTHUBOMOKA3AaHO);

Hccae0BAHME ACMHPATA KOCTHOIO M03ra — muejgorpamMma (*mpH 3TOM HeoO0XOIMMO
o0paTUTh BHUMAHHE HA HHUTOJOTHYECKHE NMPU3HAKH JMCIeMoI033a, XapaKTEePHOIo IJI
MHUEJIOMUCIIIIACTHYECKOT0 CHHIPOMA);

*THCTOJIOTHYECKOe MCCJIeI0BAHIE TPEMAaHOOMONTATa KOCTHOI0 Mo3ra (IIpH MOA03PEeHHH
HA aIVIACTHYECKYH) AHEMHUI0 — 4Yamie y JeTeill BO3MOKHO NEPBOHAYAJIbHOE MOsIBJICHHE
TPOMOOIUTONEHUH, KAK MAHU(PECTAIMH AMJIA3UHA KOCTHOI0 MO3ra);

onpenenenne Rh- ¢akropa (ecam miaaHupyercsi Tepanuss — D- anTHTesaMH, TO OHA
MPOBOJAUTCH TOJBKO Pe3yC-NMOJ0KUTEIbHbIM MAIMEHTAM);

NPSAMOil AHTUIVIO0YIMHOBLIN TecT (Y 00JbHBIX C AHEMHUEN U PETUKYJIOUUTO30M WIH MPHU
IJIAHUPOBAHUM Tepanuu aHTH-D- nMMyHo100yIMHAMM);

oocienosanne Ha helicobacter pylori (oco6eHHo y mnmamueHTOB ¢ OTSTOIIEHHBIM
aHAMHE30M WM KJIMHUYECKHM TNPOSIBJIEHUSIMH SI3BEHHOW 00JIe3HM JKeJaylKa HJIH
ABEHAIATHIEPCTHON KUIIKH);



Obsa3aTenbHble nccnegosaHunsa npu UTT

o0caenoBanue Ha BUY;
N DA una Bupyc renarura C;

*KoaryJiorpaMma ¢ onpejejeHneM coaep:kanus B kpopu POMK
(pacTBOpuMBbIe GUOPHUHMOHOMEPHBIE KOMILJIEKCHI) B D - ntumMepoB
ISl HCKJIIYEHUS] TPOMOOLMTONEHUH IOTpedjieHuss Ha (QoHe
JIBC- cunapoMma;

*ompeaesieHne coaep;KaHus B KpoBH BuTtamuHa B12, douauesoii
KUCJI0THI (0CO0CHHO B Cjy4Yae HAJIMYUS MAKPOUUTAPHOMN
TUIEPXPOMHOM AHEMUH);

*ompenejieHne YPOBHS KPEATHHHHA M MOYEBHMHBLI B KPOBH IS
HCKJIIOYEHUS TeMOJTMTHKOYPEMUYECKOT0 CHHAPOMA ;

*ompenenenue ypoBHsi Omampyoumna, ACT, AJIT, e 049HO
dbocdarasel, raMmManIlOTaMUHIENTHAA3HI, aJIb0yMHHA,
X0JIECTEPUHA JIJI HMCKJIKYEHUs 3a00/1eBaHUST TEYEHH C
SIBJICHUSIMH MEYEHOYHOKJICTOUYHON HEI0OCTATOYHOCTH ;



[loTeHUManbLHO MH(pOpMaTUBHLIE TECTbI
npu ATTI

onpeaenenne cnemupuueckux antures k GP tpomOonuToB;
onpeaeseHue aHTuTe 1 K hochommuaam;

onmpeae/iecHHEe AHTUTE] K KAPAUOJUINHUHY, BOJTYAHOYHOIO
AHTUKOATYJIAHTA, aHTUTE] K HaTuBHOM /IHK;

onpeaeJeHue AHTUTUPCOUTHBIX AHTUTEJI;

oneHka ¢pyHknuu muToBuAHOM kejie3nl (TTI T3, T4);
TECT HA 0EPEMEHHOCTH Y KeHIIMH AeTOPOAHOI0 BO3PacTa;
IIIP na napoBupyc B19;

IIIP na [IMB;

*IIIP Ha BUPYCHI IPOCTOr0 repIeca;



AHanun3 HO30M10rM4YeCcKMX MPMUYUH y NaumeHToB,
NOCTYNMUBLUMX B KITMHUKY C CAHAPOMOM TPpOMOOLMTONEHNN
(n=587; 2004-2014 2e).

TpombouutoneHmu = UTN

B CucTeMHble ayTOMMMYHHble
3aboneBaHuna

= MAC

B AnnactMyecKkasa aHemuA

B Xp BUpYCHbIX renaTtut C

= lnmdpombl

= Apyrue

LLaToxmH K0.B., CHexKKo WU.B., Ky3y6 E.WN., 2014




NeyeHune UTII.

¢ JleueHue mNEepPBHUYHOM HMMYHHOIi TPOMOOIMTONEHUH
NOJI’KHO ObITh MHAMBUAYAJIU3UPOBAHHBIM B 3aBUCUMOCTH
OT CTENEeHH BHIPAKEHHOCTH reMOPParn4ecKoro CHHApPoOmMa,
HAJIUYMA CONYTCTBYWIIMX 3200J1eBAaHUII M KOJMYECTBA
TPOMOOIMTOB B nNepudepuIecKor KPoOBH.

s IIpu ypoBHe TpomMOouuTOoB B KpoBH 0oJee 50x109/1 m
MHHHMAJIbHBIX NPOSABJIEHUAX reMopparu4eckoro
CHHApPOMA AaKTHBHasd MeIUKAMEHTO3HAasli Tepamnusi He
MPOBOAUTCSI.



KnouyeBble cOObITUA B AMAarHOCTUKE U
nevyeHuum UTII

1994 rop, 2010 rop,
KnoHuposaHue reHoB Ony6nnKkoBaHue oTyeTa MEXAYHAPOAHOMU
TpombonostTnHa* rpynnbl 3kcneptosl?
2009 rop,
CnneHakTOMUAL B/B Ig Tepanuna3 P !

yTBepxaeHHon IWG?

1900 ropg,

1950-e roabi
KopTuKocteponabl?

2008 ropg,
Pomunnoctum
onobpeH B CLLUA

Ha4yano 2000-x rr.
AuTyKcumab*®

2009 rog /

1996 rop /" Pomunnoctum opobpeH B ECB
OnybnukosaHue

pekomeHaaumii ASH*> 2011 ropg,
Ony6aukoBaHMe 06HOBNEHHbIX peKomeHaaumin ASH!!

1.Hitzrot J. Ann Surg 1923;78:185-190. 2. Dameshek W. Ann NY Acad Sci 1959;82:924-938. 3. Imbach P et al. Lancet 1981;1:1228-1231. 4. Stasi R & Newland A. Br J Haematol
2011;153:437-450. 5. George JN et al. Blood 1996;88:3-40. 6. Cooper N et al. Br J Haematol 2004;236:232-239. 7. Romiplostim FDA approval 2008. Accessed at:
http://www.fda.gov/AboutFDA/CentersOffices/CDER/ucm129224.htm; date accessed 15 Aug 2011. 8. EMEA approval 2009. Accessed at:
http://www.ema.europa.eu/ema/index.jsp?curl=search.jsp&g=cache:2Y8hN8oIHBOJ:www.ema.europa.eu/docs/en_GB/document_library/EPAR_-
_Summary_for_the_public/human/000942/WC500039534.pdf+nplate&site=pfoi_collection&client=pfoi_frontend&ie=UTF-
8&output=xml_no_dtd&proxystylesheet=pfoi_frontend&access=p&oe=UTF-8; date accessed 15 Aug 2011. 9. Rodeghiero et al. Blood 2009;113:2386-2393.

10. Provan D et al. Blood 2010;115:168-186. 11. Neunert C et al. Blood 2011;117:4190-4207.



[MepBaga nuHua tepanuun UTII.

% JlekcameTa3on HazHa4YawT M0 40 Mr B CYTKM YeThIpeXIHeBHbIMU
KypcaMu ¢ npoMexkyTkoM 2 — 4 Heaean. Takmx KypcoB 10
yerbipex. Ilpu 3TOM HEO0XOAMMO NMOMHHUTH, YTO B 00JILIIUHCTBE
C/IyyaeB MOJIOKUTEIbHBIN 3(PPeKT oTMEUaeTCHd Yepe3 HECKOJIbKO
JHENM OT MOMEHTa HaYaja Tepanuu, HO HUHOLAA OTBeT
«3ana3abiBaeT» U PerucTpUpPyeTcs mocJie 2-3 NUKJI0B TeParnu.

 MeTWwJInpeaHu30/I0H  HA3HAYAKOT B BHJE  €KeJHEBHBIX
BHYTPUBEeHHbIX HH{}Y3uii u3 pacuera 30 Mr/kr Beca — 7/ aHeil
MOAPA.

¢ Ilpennuszosion — BHYTpb OT 0,5 m0 2 Mr/kKr Beca B JieHb HAa

nporsi:kenun  3-4  Hemeanb. Ecam  Ha  ¢oHe  Tepanum

NMPEIHU30JI0HOM 4Yepe3 3 HeaeJd He OTMe4YaeTcss MPUpoCcTa

KOJIMYECTBA TPOMOOUUTOB B KPOBH, TO OH JOCTATOYHO OBLICTPO

OTMEHSIETCS.
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AP PEeKTUBHOCTb TEpanuu

KopTukoctepongamm y 6onbHbix UTTI.
(Pocml MY, 2005 — 2013 22)

<40 nert
n=49

40-60 ner
n=114

>60 net
n=72

M nevyeHue 3pPpeKTUBHO

M HeT 3¢ PeKTa OoT NeyeHuUn

¥ OCNnOXKeHUe - cCaXxapHbii
Anaber

WaroxuH 10.B., CHexKo U.B., Ky3y6 E.U., Tepacumosa O.B., 2013 r.




[MlepBaga nuHua tepanuu UTII.

Ilpenaparbl MMMYHOIJIO0YJIMHOB BBOASAITCS B/B KanejbHo meaienno 0,4
rp/Kr Beca B CyTKHM — 5 JHed wian 1 rp/kr B cyTku 1 — 2 qusa. Iddekr ot
TAKOI0 JIeYeHHsI MOKEeT 0TMedaThesl 0T 24 yacoB 10 4-5 CyTOK.

MexaHu3M aeidcTBUSI BHYTPHUBEHHBLIX MMMYHOIJIOOYJMHOB OCHOBAH HA
NOJAABJIEHUU AKTUBHOCTH AHTUTPOMOOLIMTAPHBIX AHTUTEJI.

IHooxkuTeJIbHBIA 3PPEeKT MMMYHOIJIOOYJIMHOB O00YCJIOBJICH O0JI0KAA0U
FC-peunentopoB  MakpodaroB, 4YTO0 YMEHbIIAECT  ONCOHU3AIHUIO
TPOMOOIMTOB M MPEAOTBPALAECT UX Pa3pyllieHHEe B KPOBEHOCHOM pycJie.

NMMYHOIJ1I00yJIMHBI MOXYJUPYHOT MMMYHHBIA OTBET NyTeM YCUJICHHA
pyHkuuu T-KJIeTOK-CynmpeccopoB.

I pexkm ummyno2nooyiunoe noMHOCMbI0 He U38ECHEH.



L0

CnneHakToMusa — BTOpasa nuHusa tepanum UTII.

Ilociie ynajieHHusl cCejie3eHKH BO3MOKHO Pa3BMTHE THMIIEPTPOMOOIMUTO3A
yepe3 HECKOJIbKO 4aCoB.

YpoBeHb TPOMOOIMTOB B KPOBH IOCJ€ CIUIEHIKTOMHHM OII€HUBAETCS
yepe3 Kax/able 60 4acoB.

IIpu pa3BUTHH 'HIIEPTPOMOOIIMTO32 HAZHAYAIOTCS AHTUATPEraHThI, NMPH
ITOM HE00X0AMMO OLEHUBATH arperaiuoOHHy10 GQyHKIUI0 TPOMOOLHUTOB.

Ecau arperanmoHHass (PyHKOUS  TPOMOOUMTOB  CHIKEHA  MJIU
HOPMAJIbHAs  HeO0OXOAMMO  PpelleHHe BOIpoca O  HA3ZHAYCHUU
AHTUKOATYJISTHTOB (mpeMMylIeCTBEHHO HU3KOMOJICKYJISIPHbIE
renapuHbl).

YuurbiBass BBICOKMI PHUCK Pa3BUTHUH HHQPEKIHMOHHBIX OCJI0KHEHUN
MOoCJIe CIVICHIKTOMHUHU U Mpekae Bcero, 00ycaoBJeHHbIX SII. pneumonia,
nepe onepanue BIMOJIHACTCS MJIAHOBASI BAKIIMHALUS.



BTtopasa nuHua tepanum UTI?

MabGrepa’ ’
pUTyCnmad
500 Mr/50 mn Y 'E- »
ORATTRAT AR DT SIORALme, — —
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Mot y { ftre
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*» Paa mcciaenoBartesieii B KauecTBe aJbTEPHATHBLI CILICHIKTOMHH
paccMarpuBaeT HCIO0JIb30BaHHE PEKOMOMHAHTHBIX
MOHOKJIOHAJBbHBIX aHTUTE] K CD20+ (puTykcuMad — madTepa).

* B HacrTosimee BpeMsi CTaHAapT Je4dyeHHs  NePBUYHOM
TPOMOOLMTONCHUM HE BKJIIOYACT PUTYKCUMAD U MO3TOMY YEeTKHX
PEKOMEHIAUH M0 KPATHOCTH BBEICHUSA U /103€ MPenapara Her.



A dheKTUBHOCTb Tepanuu putykcmmaobom 6onbHbIx UTI
(n=11, cpeoHul so3pacm 32+7 nem)
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fepacumosa O.B., CHexxKo U.B., LLaToxuH 10.B., bBypHawesa E.B., 2013




AMCEY
Aunneit 250 MKr

PACTIONS AN NORIMAH A0

| TpeTbs nuHus Tepanum UTII.

OPOAR AN TEWTORSe

DHIUIEUT BBOAUTCS MOAKOKHO 1 pa3 B Heaenro. HawanpHas noza
pOMHUILIOCTHMA cocTaBiasieT 1 MKr/kr wmaccel Tena. llpu
MOCICAYIOIIEH  KOPPEKIUM  JI03bl  CIEAYET  OCHOBBIBATHCS
MCKJIOUMTEIbHO Ha HW3MEHEHMSX KOJHUYECTBA TPOMOOLMTOB, H
YBEJIMYNBATh JO3UPOBKY Ha 1 MKI/KT.

He ciaeayer MNpPUMEHATHL POMHUILIOCTHM IS JICYCHUSH
TpoMOOUMTONNeHUH, CcBA3aHHOW ¢ MJ/IC wuiam Jarwbou apyroi
npuuyuHo, Kpome UTII BHe KIMHUYECKUX HUCCIIET0BAHUMA

PoMuMILIOCTHM  B3aUMOAEHCTBYET € TPAHCMEMOPAHHBIM
JIOMEHOM 4eJioBedeckoro penenropa TPO-R u uHunmmupyer
KACKaJ mepelayd CUrHAJa, HANOMUHAKOIMUM TAKOBOW s
3HAOTeHHOro TPO, 4r0o CcOoNmpoBOXKIAACTCH  UHAYKUUEH
npojudepanuu U AuPpdepeHUIMPOBKH MErakapuouuToB U3
KJIETOK-TPEeIIIeCTBEHHNKOB KOCTHOI0 MO3ra.



— PeBoneng — antpomoonar.

aTpoMOONar B3aUMOJEHCTBYET ¢ TPAHCMEMOPAHHBIM JI0OMEHOM
yejgoBeuyeckoro penentopa TPO-R w wnHuMnumpyer kackan
nmepexayv CUrHAJIa, HAOMUHAKIIMA TAKOBOM JJIsl IHIOICHHOI0
TPO, 4rto compoBoXxaaeTcd UHAYKIMEHd npoaudepanmuud U
nupepeHIUPOBKHA MEraKkapuoIuToB u3 KJICTOK-
HpeIleCTBEHHUKOB KOCTHOIO0 MO3ra.

duaTpoMOonar OTJIHYAETCH OT TPOMOONMOITHHA ¢ TOYKHM 3PEHHUSA
3¢ dexkToB Ha arperanmuio TpoMoouuToB. B oriamume or TPO,
BO3AeliCTBHE JJTpoMOomara Ha TPOMOOHUTHI 3I0POBOIO
YeJIOBEKA He yCHJIMBaeT arperanuro moa aeucreueM AJ/I® um He
CTUMYJIMPYET JKcnpeccuio P-cejdekrmHa. IJarpomOonmar He
NpPensiTCTBYeT arperamuv TPOMOOULHUTOB moja jaercrBueM AJldD
WM KOJIJIareHa.



OuHamMuKa ypoBHSA TPOMOOLMTOB B KPOBU NaLMEHTOB,
noaBeprinuxcs CnyeH3KTOMMUU nocne
npeaBapuTesribHON Teparnuu 3HMNIENTOM

(n=15)
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Hepenun nocne cnaeHaKTommuu

WaroxuH 10.B., bypHawesa E.B., CHexkKo U.B. 2014




UTI n 6epemeHHOCTD.

1. Y 0epeMeHHBIX KEeHIIMH MeIUKAMEHTO3HbIN apCceHaJ KOPpPeKIuH
TPOMOOIUTONEHNH BKJIKYAET TOJbKO KOPTUKOCTEPOUIbI.

2. Y HOBOPOXKIACHHOI'0 BO3MOKHO HAJIM4YHe HMMYHHO-
ONOCPEeNOBAHHOM TPOMOOUMTONEHUH, 4YTO MOXKET TPHUBECTH K
BUTAJIbHBIM TIeMOPPArHYeCKHUM OCJIOKHEHHSIM IPU MPOXO0kKIACHUH
yepe3 poaoBble nmyTH. Ilpy 3TOM HeT 3aBMCHMMOCTH MEXKAY YPOBHEM
TPOMOOLUMTOB B KPOBH MATEPHU M CTENEHbBK BbIPAXKEHHOCTH
TPOMOOLMTONEHUH Y HOBOPOXKIACHHOTO.



UMmmyHOONnocpeaoBaHHaA TPOMOOLUTONEHUSA
HOBOPOXAOEHHbIX.

* TpomOouuTOonmeHUuss (KOJMYECTBO TPOMOOUTOB MeEHee
150%10°/;1) siBasieTcs caMOM YAacTOM NIATOJIOrMEl II0AA M
HOBOPOK/IE€HHBIX, PErHCTPUPYETCH Npu poxaennn y 1-5%
nerer. Cpeau 3THX JeTell Yy KaXI0ro JIecAToro
TPOMOOLIUTONEHAST  HOCHUT  TSKEJbIA  Xapakrep M
MaHudecTupyercst BbIPa’KeHHbIMH MPOSiBJICHUSAMH
reMoOpparu4ecKoro CHHApoma.

* TpomOoOmUTONEHNS HOBOPOXKIEHHBIX MOKET HOCUTh
XapakKkTep paHHell — pa3BHUBaeTCA A0 /2 4acOB OT
POKIEHUS M MO3IHUM — 1ocJje /2 4acoB.
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UMmmyHOoONnocpeaoBaHHaA TPOMOOLMTONEHUSA
HOBOPOXAOEHHbIX.

Cpeau 3THOJIOTUM PAHHEH TPOMOOIUTONCHUH HOBOPOKICHHBIX
BbIJICJIAIOT:

HenoHOIEHHOCTD;

Ili1aneHTAPHAs HEOCTATOYHOCTD (MPEIKJIAMIICHS, THADET,
BHYTPUYTPOOHAS 3a/IePKKA POCTA);

Acpukcus;

IHepuHaTtaiabHasa uHPpeKHUs (CTPENTOKOKKY rpynnsl B, aucrepus,
KHIIEYHAsI [MAJI0YKA);

TpomOouuTONNEeHUsI MOTPEOJICHMS;
AJUIOMMMYHHAaA;

TpancuMMyHHas IPU NEPBUYHOM UMMYHHOU TPOMOOLUUTONCHUN HJIH
CKB y marepuu;

I'emo00/1acTO3BI C IIOPA’KCHHUEM KOCTHOI'O MO3ra,



OuHamMmunka ypoBHA TpoMOGounTOB B KpoBM (%x10%/n) y
HOBOPOXAEHHbIX MaTepun KOTopbixX 0onbHbI UTT

(n=32)
600
>00 487
432
400 405 387
300
200 205 198 205 189
138 149
100
67 48
0
nepsble 3 CTYKMU 7 CYyTKMU 14 cyTKH 21 cyTKHK 28 CYyTKU
CYTKM

lepacumosa 0.B., CHexxko U.B., LLUaToxuH 10.B., 2014




Cnacmbo 3a BHUMaHue.




