TPOMBOLUMUTOIEHUA

[TaTonorn4yeckoe cocTtosiHne, KOTopoe
XapaKTepusnpyetcs CHUXKEeHHbIM
coaepxaHuem TpomobouUuTOB
KpoBMU

(MeHbLe 150-10° /n)




HACIEOACTBEHHAA
TPOMBOLUMUTOIEHUA

 Kak npaBuno
co4yeTaeTcs C
BPOOKEHHbIMU
aAedekTamum
TPOMOOLIMTOB U
OTHOCMUTCH K
TpoMbouuTonaTusii  ° w




NMPUOBPETEHHAA TPOMBOLUUTOINEHUA

(KNACCUDPUKALIUA MO MEXAHISMY PA3BUTUA)

* MNoBpexaeHue TPOMOOLIUTOB
- UMYHHbIMM KOMMJeKcamMmm
- MexaHn4yeckKasi TpaBMaTu3auuma (cnreHomeranus,
reMaHrmoma)

 YrHeTeHUue obpasoBaHUsa TPOMOOLINTOB
(annacmquKaﬂ dHEeEMunAd, XxmMmmn4yecKkoe u
paanaulmMoHHOe noBpexaeHme KpaCcHoro KOCtTHoro
MO3ra, 3amMmeljeHumne KpOBeTBOpMTeanOVI TKAHU
onyxonbio)

e [loBbILWWEHHOE UCNOJNIb30BaHUe TQOMGOLI,VITOB
(tpombo03, ABC-cuHapom )




MMYHHAA
TPOMBOLUUTOMNEHUA

« [ETEPOUMYHHAA

* BO3HMKaeT NpeMmyLLecTBeHHO y AeTeU

** [IPUYUHA - UBMEHEHNE aHTUTeHHOM CTPYKTYpPbI

TPOMOOLIMTOB npu oceaaHHUM BUPYCOB KPAaCHYXM,
oCnbl, aA€HOBUPYCOB; ranTeHOB MeANKaMEeHTO3HOIro
NPOMNCXOXAEHHA — XMHUAWUH, cynbdaHnnamuabl,
pudaMnULUnH; BakKUVHbI

***[NpoTiKae 61aronpPUEMHO (nMpu YCYHEHHi NPUYMHY
HacTyna€e NnoBHe oAy>XXaHHSA)




TPOMBOLMUTOIATUA

» HapylueHue remocTasa BCneAcTBUM
KayeCTBEHHOW HENONMHOLLEHHOCTH
UNu AUCAYHKLMM TPOMOOLIMTOB, YTO
XapaKkTepusTpyeTcs HapylleHMeM
COCYAUCTO-TPON n
remMocTasa, Nnosi
KPOBOTOUYMBOCTI

°* N OpPraHoB




Knaccmbukau,vm TUNMNOB KPOBOTOYNBOCTMU
(no 3.C.bapkazaHy, 1988 2.)

1.MUKPOUMPKYNATOPHbLIN (NeTexnanbHO-NATHUCTbIN) —
TpombouuTonaTnn: TpomMboLumMTONEHNYECKasa Nypnypa,
TpombouuTonaTmu

2.BackynuTtHo-nypnypHbIN — NpMobpETEHHBbIE BasonaTum
(BaCKynuThbl)

3.AHrIMOMAaTO3HLIN — BPOXOEHHbIE BasonaTtum

4.MakpoUNPKYNATOPHbLIN — KoarynonaTtun: remogounuu,
adhnbpunHoreHemMusi, NPUODPETEHHLIE KoaryronaTuu;

5.CMellaHHbIN — COMETaHHbIE HApPYLLEHNST B HECKOSbKNX
3BEHbSAX remocTasa: 6bornesHb Bunnebpaxga; OBC.

OcHosy dua2HOCMUKU 2eMocma3suonamuu npedcmaesssiem
KOMIJIeKC KJITUHUYECKUX CUMITMOMOE U aHaMHe3
rnoebiwWeHHOU Kpoeomoyuseocmu y pebéHka u e cembe !



Dry purpura



BackynuUTHO-NypnypHbLIA TUM KPOBOTOYNBOCTU
(MATHUCTO-NAanynes3HbIN)










[eMaToOMHbIN TUM — remMapTpOo3bl, apTponaTun




HacnepcrBeHHasa TpombOouuTonaTua

e BE3 HAPYWWEHUA PEAKLUWUN OCBOBOXOEHUA
'PAHYII

TpombacTteHusa MaHumMaHa
*HacnenooBaHue - ayTOCOMHO-peLecuBHoe

*[IpuUYmnHa - OTCYTCTBUE IMUKONpPoOTENa0B
2B 1 3a B 0005104Ke TpOMOOLIMTOB

*MNaToreHes - TPOMOOUNTLI He
B3aMMoOencTByHOT C PUOPUHOreHOM U He
arperuvpyroT

*NMpu3Haku: neTtexmm, HOCcoBble
KpOoBOTEUYEeHUSA, MaTOUYHbIe KPOBOTEYEHUSA
(MOryT ObITbL CMEepTesibHO onacHbiMu!!!)







HacnepocrBeHHasa TpomoOouuTonaTua

« C HAPYILEHUEM PEAKUUMU
OCBOBOXOEHUA T'PAHYI

HacnenoBaHUe - ayTocOMHO-peL,eCUBHOEe

I'IpVIHVIHa — HapyLweHMne aKkTUBHOCTU LIUKNOKCUreHa-
3bl, crnabas aKTUBHOCTb KOHTPaKTUNbHbIX OerikoB

[laToreHes — orcyTcTBMe arperauum npum
B3aMMOOEeUCTBUU C KOJNareHom, OTCyTCTBUE

oCcBOOOXAeHUs rpaHyn

[TpU3HaKU: neTexnmn, HOCOBbLIE KPOBOTEUYEHUS,
MaTOYHble KpOBOTEYeHUs




HacnepcrBeHHasa TpombOouuTonaTua

« C HAPYILULEHUMEM HAKOIJIEHUA U
OCBOBOXOEHUA COOEPXAHUA TPAHYII

 bone3Hb XepaxmaHckoro-flyanaka (AP)

* [IpUYMHA — HapyLleHMe HaKoMNSeHUs NNOTHbIX
rpaHyn (AOQ®, agpeHanuH, cepoToHuH, Ca*')

* [laToreHes — orcyTcTBMe arperauum npu
B3aMMOOEUCTBUU C KOJNNareHom, OTCyTCTBUE
OCBOOOXAEeHUA coaepXaHuUs rpaHyn

* [IPU3HAKU: neTexnmn, HOCOBbIe KPOBOTEUYEHUS,
MaTOYHble KpOBOTEYeHUs




HacnepcrBeHHasa TpombOouuTonaTua

 HAPYWEHUWE AOTE3NUUN U ATPETALUUUN TPOMBOLIUTOB
e Cunaopom Bunebpanga-KOpreHca (AP)
e [MpuyumHa - gechbuunt chaktopa BunedbpaHpa
e [laToreHes - HapyLweHHasa agre3us TPOMOOLUTOB U3-
3a pedomuymuTta chakropa 8
e bone3Hb bepHapa Cynke (AP)

e [lpuyMHa - OTCYTCTBMUE IMUKonpoTemHa 1 Ha
TpombouunTtax

e [laToreHes — HapyweHO B3aEMoaencTteue
TpombouutoB ¢ (pakTopamu BunebpaHpa, ¢. 5, ¢. 11

e MpusHaku — KanunsipHble KPOBOTEYEeHUsA, 0COOEHHO
onacHbI NpPU NOI0OBOM CO3peBaHUU UNu poaax




HacnepcrBeHHasa TpombOouuTonaTua

e ledoMunT N NOHNKEeHHaA
AOCTYNHOCTb .3

 TpombouuTonaTua boye n OBeHa

* MpuyuHa - pecpumunt .3 TPOMOOLUTOB

e [laToreHes — oTCyTCTBME B3aUMOAEUCTBUSA
TPOMOOLMTOB C NpoOKoarynsaHTamm

¢ anI3HaKM: nerexmm, HOCoBblie
KpoBOTE€4YeHUnA, MaTOYHbIE KPpOBOTE4YEeHUA




HacnepcrBeHHasa TpombOouuTonaTua

e TpombounTONaTUMN COYEeTaHHbIE C
APYyrMmMu HacneacTBeHHbIMU
aHOManMaAMu

e Cunopom Buckorta-Ongpuaoxa

- MpnynHa — B TPOMOOLUTAX MaSo NSIOTHbLIX FPaHy’
(AP, cepoToHUH, agpeHanuH, Ca?*), anbda-
rpaHyn (beta-tpomb6ornooynuH, GubprHOreH,
nobpoHeKTUH, pocToBOM chaKkTOp)

- [laToreHes — CHUXXeHa aare3unsa u arperauus
TPOMOO-UUTOB, HapyLLeHO 0CBOOOXAeHue
rpaHyn

- [Ipu3HaKun: remoparmn4ecKkmMm CUHOPOM NOsIBISIEeTCS
paHo, MOryT ObITb CMepTeSibHble KPOBOTEYEHUS




[MpnobpeTeHHan TpombounTonaTmuA
(aTHMONorus)

e 1. Jlenko3sbl - TPOMOOLUTLI UMEKOT Mario
rpaHy’s u3-3a YCKOPeHHOro otaesrieHus,
CHW)XeHa aare3unsa v arperauus

e 2. HakonneHue Ig M - noBpexaeHue
peuenTtopoB UMYHHbLIMU KOMMJIEKCaMu,
HapyweHue B3auMmoaencTBma TpomMoouuToB
C npokoarynsiHTaMmn (MMyHHbIle
3aboneBaHuA)

* 3. [unoButammHos B , — HapylieHue
0CBOOOXAEHUSA rpaHyn

e 4, MeaAnKaMeHTO3HbI€ BIIUAHUSA




MeounkameHTO3Hasi
TpoMbOouuTOnaTUA

* UHrMbuTopbl obpa3oBaHUsA TPoMBOKcaHa Az
-CTepouaHble NPOoTUBOBOCNanNUTesibHble npenaparbl
-HecCT ;)OVI.EIHbIe npoTMBOBOCNanuTesibHbIe NpenapaTtbl (aCNUPUH GNOKUpPYeT arperainoHHbIe CBOMCTBA Ha 4-6

aOHe

CTumMmynsaTopbl o6pa3oBaHUsA U akTUBHocTU LAM®
-nanaBepuH
-3ydounuH
-aHabonuyeckue
cTepouabl

* AHTaroHucTbl MOHOB Ca
-Bepanamun

-KopuHdap

e
n




BA3OINATUA

 [emoparnyeckuu guartes

obycnoBrneH (hyHKUUOHANTbLHOU U
MOpP ¢ OrTorMn4ecKou

HeNnoSIHOLUEeHHOCTbLIO COCYyaANCTON
CTEHKM
- HACNeACTBeH @ ¢ ® 5 @ = ® s o>

<l Coagulation cascade —

_ anO6peTeH P /—\ _’Bloodﬂow

S Fibrin Degradation products
Fibrinolytic cascade
ctivate
e

> Fibrin-stabilized platelet plug

endothelial damage



BPOXOEHHASA BA3ONATUSA

e bone3Hb PaHaro-Ocnepa
(remoparunyeckas TerieaHrmo3KTa3sus)

e bonesHb ®abpu (Anddy3Han
aHrmokepartoma TynoBuiLla)

e HacneacTtBeHHbIN
TPOMOOLIMTONMEHUYECKNU
MUKPOAHIrMomMmaTto3s




BPOXOEHHASA BA3OMNATUA

e [puumnHa - HacneacTBEHHOE HapyLLleHne pa3BUTuUS
coeaMHUTENIbHOW TKaHW, B T.4. CyO3HA0TEeNns cocyaoB

e XapakTepucTuka
- oyaroBoe yTOH4YeHue cocyaoB

- pacluMpeHne npocBeTa MUKPOCOCYA 0B
- Mario KoriareHoBUX BOJIOKOH B Cy63Ha0TeNnnm
- cocyAbl NnerkopaHuMbiI

- cnabas agresus v arperauums TPOoMOoLUTOB U3-3a
neduumnTa KonareHoBbIX BOJIOKOH

**[1pn3HaKkm — KpoBOTEeYieHUsA HOCOBbIe, FIEroO4YHO-

OpOoHXMarnbHble U XeNyao4YHO-KULLIeYHble (ObIBatloT
CMepTeribHbIMU)



lemaHrmoma nevyeHun







KOATI'YNOIATUA

 [eMoparnyeckum guartes, KOTOpbIN
BU3HUKaeT B pe3yribTaTte naTosnornm
KoarynsiumoHHON CUCTeMbl remocTasa

ation Cascade

** HacneacTBeHHas
** npuobpeTeHHan




HACIEOACTBEHHAA
KOATI'YNOMNATUA

* NeHeTU4YeCKn oObycrnoBreHHOe HapyLleHue
CBEpPTbIBaHUSA KPOBU, KOTOPOE BbI3BAaHO
AeduLNTOM NN MONeKynspHoun
aHoOManuewn BelecTB, KOTOpPbie OTBe4YaloT
3a paboTy KoarynsilMoHHOro remMocTtasa

‘(/:/— .
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HACIEOACTBEHHAA
KOATI'YNOMNATUA

e KIIACCUPUKALUUA

KoarynonaTtua Bcneacteue N3onMpoBaHHOro HapylleHnsa
BHYTPeHHero mexaHmama Oé)MMpOBava NPOTPOMOMHA3HOM
akTuBHocTtu (remochunuum A, B, C, bone3Hb BunebpaHpa,
aedunumnt pakropa XaremaHa)

2. KoarynonaTtua BcneacTtBue N3onMpoBaHHOIO HapylleHns
BHeLWHero mexaHuama coopmmpoBaHua NPOTPOMONHA3HOMN
aKTUBHOCTM (runonpokoHBepTUHemMmus - gecpuunt VIl i.)

3. KombuHMpoBaHHOE HapyLleHMe BHELWHero U BHyTPEHHero
MeXaHU3MoB ) OpMMPOBaAHMSA N O'Ig)OMGVIHa3HOVI aKTUBHOCTU
(naparemocunus - aepuunt V ¢p., bonesnb CtroapTta-lpayapa
- aeconumt X ¢.)

4. HapyweHue KOHe4YHOro atana cBepTbiBaHUA

KpoBu (acbubpmnHoreHemums)




femodunusa

femaTomay FemaToma y peGéHka
HOBOpPOXAEeHHOoro nocrié UHbLEeKUnun
pebeHKa



[emodhunnua




[MpuoOpeTeHHbIe KoarynonaTum

™
fir’

- D,egmum BUTaMuH K-3aBucnmbix cpaktopoB cBepTbIBaHUA (7,

10,9, 2)

a) HapyLweHns1 CUHTe3a B KMLWWeYHUKe (An3bakTepuos, NOHOCkI)
0) HapylweHue BcacbiBaHUA BUTamuHa K (aecpuumnt xxenum)
B) TAXKEsioe noBpexaeHue nevyeHun

e OcobeHHOCTbL — nonuaednUNTHAA
o JTHMoONorusa
- AMyHHasa nHrmbuuma npokoarynsaHToB (pe3yc KoHcpnun

- [lepepo3npoBaHue renapuHa Unu repyauHa




