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TepMuHonocus

e ApuonaTtuyeckaa TpoMmooLUTO-
neHn4yeckas nypnypa (MUMMyHHas
TpombouutoneHus, UTI)

e bone3Hb Bepnbroda
* MKB X — D69.3



OnpedereHue

ATIT - nepBUYHOE MMMYHHOE
3aboneBaHue, xapakTepulyrLieecs
CHUXEeHUueM yucna TpoMoounToB
Hwxe 100x10°%/n, BbiaBaHHOE 06pa3o-
BaHMEM aHTUTEes, HarnpaBneHHbIX
NPOTUB IMUKONPOTENHOB NOBEpPX-
HOCTU TPpOMOOLUUTOB



3abosreeaemocmsb

e 3aboneBaemMocTb 35-65 Ha 1 000 000
neTten B roa

 PacnpocTtpaHeHHocTb 450 Ha 1 000 000
neteun

B nrobom Bo3pacTe

e Hawe netun 3-6 neT v WLKONIbHOIoO
BOo3pacTa

* B cTapwem WKoNLHOM Bo3pacTe
AeBOYKM OoneroT B 2 pa3a 4valle



Imuosiocusi Heu3leecmHa

lpoeouyupyroujue gpakmopbl:

e BupycHasa nHdekuma mnm sakumHauusa 3a 1-4
Hepgenu B 70-80% cnyyaeB

* JlekapcTBeHHbIe nNpenapaTbl

* [MlepeoxnaxpeHue

 TpaBma
XpoHun4eckasa nypnypa, Kak npaBsuno, 6es
BUANMOMUN NMPUYUHBI



TamoeeHes

HacaeacTBeHHAA IPEAPACIIOAOIKEHHOCTD
B BUAE TPpOMOoLITONNAaTUN (AyTOCOMHO-AOMUH.)




Knaccugukayus

Popma Nepuop TeyeHue OcnoxHe-
HUA
P cyxaa P Kpu3 *ocTpoe (A0 3  » mMaTouYHbIe
b gnax- |(00OCTpeHue) |mec.) KpoBOTEeYeHuUs
Hasi ® KIIMHNYeCKasa P 3aTAXHOE UNN b aHeMunst NOCT-
pemMuccus NepCUCTMPYIO- | reyopparuyec-
» KNMUHUKO- ljee (3-12 MeC.) Kasi
remMaTosioru- P XpoHu4eckoe (>, KPOBOM3NNSA-
yeckas 12 mec.) HUE B MO3I
pemMuccus




KnuHuka

MukpoUyupKynssmopHbIU
(NnemexuanbHO-NMIMHUCMbIU) Mun
Kposomo4yuesocmu

 KOXXHble remopparum
e KpoBOM3NMAHNA HA CIIU3UCTLIX (Y V2)
 KpoBOoTEeUeHNA U3 CIIU3UCTbIX



KnuHuka

Ko)xHbIU 2cemoppazuvyecKuu CUHOPOM
e [leTexun

e IKXUMO3bI (MONMMOpP(HLIE,
NONMUXPOMHbIe, HECUMMETpPUUHbIE,
aTpaBMaTU4YHbIe)

e JHAOTENNarNbHbIe NPOOLI
NOJIOXXNUTENbHbIE
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KnuHuka

KpoeomeyeHusi u3 ciusucmaix

 Yauwle HocoBble, pexe AecHeBbIe,
XenyaoyHo-KULleYyHble, NoYeYyHble,
MaTO4HbIE

 Peako KpoBOMU3JIUAHUNE B MO3Tr

e KpoBOTEUYEHNA aTpaBMaTU4HbIe,
HEeOTCpPO4YeHHble, Yalle HeoOurbHble,
HenpoAaoMmMKUTenbHbIE



KnuHuka

Cyxas nypnypa
 KOXXHbIN reMopparu4ecCKun CUHAPOM,
M.06. KPOBOU3NUAHUA HA CITU3UCTbIX

Bna)xHasi nypnypa
 KoOXXHble remopparum + KpoBOU3NUAHUSA
Ha CNM3UCTbIX + KPOBOTEYEHUSA
HeT HTOKCUMKaAUUN n
renatocnsieHomMmeranumu



KnuHuka

Jleeckuu Kkpus3
 Cyxaa nypnypa

CpedHemsiKkenbiU Kpu3

 BnaxxHasa nypnypa B Buae ymepeHHoun
KPOBOTOYUBOCTM

Tsixxenbiu Kpu3

 [InuTtenbHbIe N OOUNBbHbLIE KPOBOTEYEHMUS,
noctremopparmyeckasi aHeMus



KnuHuka

Ocmpasi nypnypa
B Bo3pacTe 1-5 net
Y 6onbwunHcTBa 605nbHbIX (60-80%)
[MpoBouunpyrowime haktopbl 3a 1-3 HeA.
Ha4yano octpoe, BHe3anHo remopparm4eckumu
cuHgpowm (y "2 - cyxaa nypnypa)
MpopaonmxuTenbHOCTbL Kpu3a He bonee 1 mec.
[MonHoe Bbi3pgopoBrieHne 4yepes 1-3 Mmec.



KnuHuka

XpoHu4Yeckasi nypnypa
e Yawe y peten 7-10 net
e Hayano nocrteneHHoe 6e3 BUOAUMOUN NPUYUHDI
B nepuopa Kpusa — BnaxkHas nypnypa

* MepBbIN KPNU3 MOXET NPUHATL 3aTAXKHOEe
TeyeHue

« BonHooOpa3Hoe TeyeHune, TPYyAHO MONY4YUTDb
NOSIHYIO KNMUHUKO-FeMaTosIorm4eckyro
peMuccuio

e InuTenbHoCTbL Oonee 12 Mmec., roabl
« XpOHMYyecKas noctremopparmnyeckas aHemMmus



JlabopamopHasi duacHOCMukKa

» TpomGouuToneHus (meHee 100x10°/n),
yaue ot 0 ao 15x10%/n
e All TpombouuTOB

e Bpems KkpoBoTe4yeHusd no [oKe yarIMHEHO
(> 4 MuH.)



JlabopamopHasi duacHocCMuKa

KocTHOMO3roBas nyHKUMA peako:

npu nogo3peHun Ha OJl, AA, meTacTasbl
onyxorneun B KM, bone3Hun HakonneHus

Ecnu HeT BO3MOXHOCTU NpoBeaeHNs neyvyeHus
HD BBWUI n B kayecTBe Tepanuu nepBou JIMHNU
oyayT ncnonb3oBaTtbcq K

Ecnu HeT ageKkBaTHONoO NoAbLEeMa Konim4yecTBa
TpombouuTtoB nocrie eBBegeHna HD BBUT

Muenorpamma — runepnnasua MCC pocTtka c
HapyLweHHbIM NacTUHKOOOpa3oBaHMeM U
oTAesieHuem



LudppepeHuyuanbHbIU
dua2Ho3

e [emMopparn4ecknun BacKynuT
 [emodunus
e TpoMmbouuTONaTUMN

 BropuyHblie (cumntomaTunyeckue) Tl
(MHMbeKuun, nekapcTBa, NIeuKkos, AA,
meranoonacrtuyeckasa aHemus, C3CT,
XArl, IN'H, noptanbHaa runepteH3usd, ABC

nap.)



JleyeHue

PeweHue o neyeHnu naumeHTa c UTI
AOMMKHO 6a3npoBaTbCA He Ha
nokKasaTensax ymcria TpomoboumnuToB, a Ha
OLUeHKe MHAUBMAyaribHOro pucka
OMaCHOro KpoBOTEe4YeHUA



JleyeHue

Llenb nevyeHuna geteun ¢ octpou UTII —
MWHUMaJsIbHO MHBA3MBHOE U TOKCUYHOE
re4yeHue, HarnpaBJrieHHOEe Ha NOBbILLUEHUe Yucrna
TpoMbounToB A0 6e30NacHOro ypoBHS

Llenb neyeHusn geten ¢ XpoOHNYECKOWU

UTI1 — MuHUManbLHO MHBa3MBHOE, TOKCUYHOeE,
CJZI0XXHO€e U MaKCUMaribHO eLlleBoe fie4yeHue,
HanpaBrieHHOe Ha obecneYyeHne HOPMasribHOro
NCUXoniornyeckoro, ou3an4eckoro u
counaribHOro pasBUTUA N CTUNSA XXN3HWU



JleyeHue

lpuHyunsi:
* YMeHbLUeHMe NpoaykKumMn ayToaHTUTen

* HapylweHne CBA3bIBaHUA ayToaHTUTEnN
Cc TpomMmbouuTamm

* yCTPAHEHUe AeCTPYKUnmn
CEeHCUONNN3NPOBAHHbIX aHTUTENTaMMU
TpombouuToB Knetkamum PI'C



JleyeHue

e [leTn ¢ KONU4YeCTBOM TPOMOOLIMTOB

6onee 35-50x10°/n npu oTcyTcTBUN
KPOBOTEYEHUN U3 CIIN3UCTbIX
obonoyek, crnabo BbipaXeHHbIX
3KXMMoO3ax nocrie ywmooB He TpeOdyroT
MeANKAMEeHTO3HOro fie4yeHuns



JleyeHue

'KC

Putykcumab

BBUI

flemocTaTnyeckas
Tepanus

NOH
[1aHon
LluknocnopuH A

CnneH3KToOMuA

TpOoMOOKOHLIeHTpa
T

LintTocTtatunkm




JleyeHue

Ocmpas UTITI

HD BBWI B kypcoBon nose 1-2 r/kr (pasoBas
no3a 0,4-1 r/kr co ckopocTbio 100 mr/kr/4)

'KC

e cTaHpapTHaa ao3a 1-2 mr/kr 14 gHen, oTMeHa B
TeyeHue 7 gHeun (Kypc 21 geHb)

°* NoBbilWeHHas no3a 4 Mr/kr BH. = 7 OH.
e BbicoKasa ao3a 30 mr/kr B/B = 3 gHA

HD BBUI + TKC



JleyeHue

XpoHu4deckasi UTIT1

HeT megukameHTOB, KOTOpPbLIE Obl
obecneyurnu nosiHoe BbI3JOpPOBEHue
oonbHbIX UTI

* [KC
« HD BBUI'

« Putykcumab (Ma6Ttepa) 375 mrim? B/B 1
pa3 B Hea. Ne4



JleyeHue

F’EMOCTATUYHECKAA TEPATIUA

* NIHrIMoutopbl pndbpuHonunia (¢-AKK 0,3-0,4
r/kr, TpaHcamya 0,1 r/kr BH. unu B/B)

e arperaHTbl (AULUMUHOH, 3TaM3UNaT HaTpPuUA
BH., B/M, B/B)

* 3CTPOreHbl Yy MEHCTPYMPYHOLLMX AeBYLUEK

°* TPOMOOKOHLeHTPAaT NPU HaANIN4nmn
XU3HeyrpoXxarLero KpoBoTe4eH1s Ha
doHe BBUI' unn/n NKC



JleyeHUue

CIIJIEHOKTOMMUA

Tshxkenaa UTI1 c Hann4vmneMm XuUsHeyrpoxa-
IOWKUX KPOBOTEYEHUN NpPn OTCYTCTBUU OTBeTa
Ha MeAUKaMeHTO3HYI0 Tepanuio

CnoHTaHHOe BHYyTpMU4YepenHoe KpoBOU3NUs-
HUe B aHaMHe3e

nOBTOprIe TAXeJlbleé MaTO4YHblIe KpoBOTe4Ye-
HNA

Heob6xoaumocTb noctosaHHoro npuema NKC
Ansi nogaepXxaHua 6esonacHoOro ypoBHHA
TpoOMOOLMTOB



[1Ipo2Ho3

e [1Ipn ocTtpoun UTI nporHo3, Kak
npaBuno, 6naronpusaTHbIN
(BbI3popoBrieHue). bonbLWNHCTBO
neteun (oo 70%) paxe n He HyXXAarTCA
B NPUMEHeHUn MeANKaMeHTOB U
Bbi34opaBrinBaeT CMOHTAHHO

e Okono 50-60% nauueHTOB C
XpoHn4yeckon UTI1 B KOHLe KOHLIOB
cTabunusmnpyrorcsa 6e3 kKakon-nmdo
Tepanuun N CNNeH3KTOMUMn



JducnaHcepHbIU yyem

* [V rpynna-1ropa (1 pa3 B 3 mec.). Qetnc
xpoHun4veckoun UTI1 po 18 net. KonnyecTtBo

TpombouutoB 1 pa3 B mec. llegunarp,
remaronor

 Kypcbl meTabonntoB, MUHFIMOUTOPOB
donbpuHonusa, arperaHToB, aHrMONPOTEK-
TopoB (C, P, acKopyTUH), KpOBOOCTaHaB-
NMUBaOLUX TpaB (KpanuBa, WWMNOBHUK,
KYKYPY3Hble pPbifibLa, TbICAYESINCTHHUK,
NacTyWbA CYMKa, 3eMJTAHNYHbIU JIUCT,
3Bepoboun) — 2-4 Kypca B rog



JducnaHcepHbIU yyem

* XXern4yeroHHas tepanus, caHauusa o4yarosB
XPOHUYEeCKOU nH(peKkumnmn, oteBon oT
npnBuBoOK, oT ®K Ha 3-6 mec., He

BbIBO3UTb Ha HOI, HEe Ha3Ha4aTb
aesarperaHTtbl, YBY, OA4OT, YPO

 lll rpynna — getn c octpoun UTI yepes 1
roa CHUMaroTCA C y4yeTa

|l rpynna — yepe3 5 net 6e3peunanBHOIO
TeyeHna xpoHn4veckom UTTI



