[ emopparn4yeckmm CUHOPOM Y
neTeu

CemuHap ana ctygeHtos PY[H
Kadepa neagnatpum



'emocTa3s — PyHKUMOHaNLHaa cuctema
opraHu3ma, obecne4ymsaroLlasi, c O4HOW CTOPOHDI,
OCTaHOBKY U NpeaynpeXxaeHmne KpoBoTe4YeHN npu
HapyLleHNN LeNOCTHOCTN COCYANCTON CTEHKUN, a C
OPYron — coxXxpaHeHue XXNAKoro COCToOAHNSA
LMPKYNUpYOLEN N OeNOHUPOBaAHHOU KPOBW.



[emopparmnyeckmne 3aboneBaHus

KITMHUKO-remaTosiorn4yeckme CUHAPOMBbI,
oobeanHsoLWmne pasrmnyHbie Mo 3TUONOTMN U
naToreHesy 3aboneBaHusi, OTNNYUTENbHbLIM U
rmaBHbIM OOLLMM MPU3HAKOM KOTOPbIX SIBMISETCS
NnoBbILEeHHasa naTonormyeckas
KPOBOTOUYUBOCTbD.



3 3BeHa remocTas3a:

MexaHusmbl
remocra3sa

1.Cocyaucro-
TPOMOOLMTAPHbIN -
nepBUYHbIU
2.KoarynsuMoHHbIN -
BTOPUYHbIN
—  BHyTpeHHUU nyTH
—  BHewHun nytb



[eMocTaTnyeckagd PyHKLIMA SHOOTENNA U
cyb3HO0TENNS MUKPOCOCYIOB

* PepneKkTopHbIM cna3m MMKPOCOCYOOB.

e CeKkpeuus KkaTexonamMmmHoB, cepoToHnHa, AQD —
nogaepxaHme cnasma U ctTumynsaumsa arperaumm
TPOMOOLINTOB.

* BoliaeneHue B KPOBb aKTUBUPOBaAHHbIX
cbaKTopoB reMmocTa3sa: TKaHEBOWU
TpombonnacTtuH (lll pakTop), db.BunnebpaHaa,
NPOCTALUKINH.

e KOHTaKkTHas akTuBauus KornrareHom aare3mm u
arperauum TpombouunToB K Xl dakTopa
(XaremaHa).



| CVIVULIdAIVIMEGURAA WY RARLIVIA

TPOMOOLIMTOB
* AHrnoTpodUYeCKan p-LUns (rnogaepxmBaet

HOPMaIbHYO CTPYKTYPY M OYHKLNIO SHOOTENUS,
YTONYNBOCTb K NOBPEXOEHUIO)

 CeKpeuusa Ba30aKTUBHbIX B-B
(kaTexonamunHoB, cepoToHuHa, AP v ap.)

« dopMUpoOBaHME NepBUYHOIo TpomMba 3a cyeT

aare3vim v arperaumm TpoMOOLIMTOB (ogHako oH
pleJ'IbII7I n 6e3 KOarynAaAumMoHHOro 3BeHa He MOXeET
obecnevnTb NOMHOLEHHY0 OCTaHOBKY KPOBOTEYEHMUS).

- BHOpMe Ons nepBUMYHOM OCTAHOBKU KpPOBOTEYEHUA
opraHnu3amy Heobxognumo 2-4 MUH. (TecT no [woke —
ONUTENBbHOCTb KPOBOTEYEHUS).




[eMmocTaTudeckad PyHKLNA

TPOMOOLINTOB

* YyacTue B CBEPTbIBAHNN KPOBU
(TpomMbouuTapHble hakTopbl
cBepTbiBaHUsA). MembpaHHbIU
cbocghonunudHbIU chakmop 3, CNYXXNUT
MaTpuLen anga B3aMMoaencTBuUs
nnasMeHHbIX PakToOpoB reMmokoarynsiumu,
o0Opa3oBaHns X aKTUBHbIX KOMMINEKCOB.

Xlla+XI+TpomMb TpombonnacTuH —akTuB
Xl—Xla




[emocTaTudeckad PyHKLNG
TPOMOOLINTOB

MemOpaHHbIe rMUKONPOTENHDI
TPOMOOLMTOB, B3aUMOAENCTBYIOLLME C
arpervpyrowmmmn areHtamm obecnevynsaroT
arperauMoHHyr0 (PyHKLUIO TPOMOOUNTOB

[mMukonpoTeunH | cocTonT U3 2X cyobeanHuy la
(Heobxogmma ans agre3mmn) n lb (Heodbxoamma
ansi TpoMbuH-arperauumn)

mMukonpoTeunH Il cocTonT U3 2x cybbeanHul,
Heobxoaum Arga Bcex BUOOB arperauum

I mnkonpoTeuH Il Heobxoanm Ans
bonbLUMHCTBA BUAOB arperauum n petTpaxkumm
Cryctka



Cxema NepBUYHOro COCyaMCTOro-TpOMOOLMTaPHOrO

remMocCTtasda
/ [loBpexaeHne MMKpOCoCyAoB

B BblaeneHne B KPoBb .

CuHTe3 BbioeneHue ObHaxeHune JlokanbHbIN

CEPOTOHMHA
d.Bunne- TKaHEBOro KonnareHa cnasm
KaTexonamunHoB,
ObpaHga | |TpombonnacTuHa | cybaHaoTenus ALI® 1 op MMKPOCOCYO0B

|
CuHTe3
\ KoHTakTHaga aktnBauust TpomMoounToB /

CuHTes [ T11B

TpoMOOKcaHa
n XIl . P

/

Anreausi TPOMGOLMTOB Arperaums TpOMOOLNTOB,

l

[MepBUYHbIN
TpoMmbouuTapHbIn TPOMO




KoarynaumoHHbIN reMoCTas -

3TO CNOXHbIN KacKagHbIW
doepMeHTaTUBHbLIV NPOLECC CBEPTbIBAHUS
KpOBW, UMELLNN BHELUHUN U BHYTPEHHUN

MEeXaHW3M akTuBaumn u
XapaKkTepu3yoLmnmnca AByMS OCHOBHbIMM

doaszamum:

- bepMeHTaTUBHbIN NPOLIeCC akTUBALIUK
npoTpomMmbuHa (paktop Il) B TPOMOUH
(dpakTop lla)

- npeBpaLleHmne pmnbpmnHoreHa B oUOPUH
noa BIANgHMeM TpoMOuHa



Nna3MeHHble PaKTOpPbl CBEPTbiBaHUA KPOBM

®dakTop I - DbpUHOreH — 6e10K, CUHTE3UPYEMBIN B NMEYEHN.

dakTop II - [IpOTPOMOUNH — CUHTE3UPYETCHA B NEYEHMH, K-
BUTaMMH3aBUCUM.

®dakTtop III - TkaHeBOM TPOMBONNACTUH — 06NaAaEeT CBOUCTBAMM
MUKPOMEMbpaH.

dakTop IV - VIoHbl Kanbuus.
dakTop V- [1poaKkuenepnH — CUHTE3NPYETCSA B MEYEHMN.

dakTop VII - [IpOKOHBEPTUH — CUHTE3UPYETCA B MNEUEHMN, K-
BUTaMUH3aBUCUM.
dakTop VIII - AHTUreMopunbHbIN — CUHTE3UPYETCS B MNEYEHM.

®dakTop IX - DakTop KpuctMaca — nna3MeHHblI TPOMOOMNNACTUHOBIN
KOMMOHEHT, 0bpa3yeTcs B NMeyYeHy, K-BUTaMUH3aBUCUM.

dakTop X - ®akTop CrioapTa-llpayspa. Obpa3yerca B neyeHyn, K-
BUTaMUH3aBUCUM.

dakTop XI- [1na3MeHHbIN NPeaLecTBEHHMK TpoMbonaacTuHa.
dakTop XII - DakTop XaremaHa, KOHTaKTHbIN (hakTop.
®dakTop XIII - DubpurHocTabunusnpyrowmmn axktop.

dakTop Pnetyepa - [11a3MEHHbIN NPEKANTUKPENH,

dakTop dutpKkepanbaa - BbiCOkOMONEKynspHbIA KWHUHOTEH.



e BHYTpPEeHHUN NYTb CBEpPTbIBaHUSA KPOBMU
3anycKaeTcs KOHTaKTOM KornnareHa n ap
cybaHgoTenuanbHbIX CTPYKTYP € benkamu
nnasmbl; akTUBUPYETCH KOHTaKTHbIN
doakTop (XaremaHa, Xll)

* BHEWHMN NyTb CBepPTbIBaHUA KPOBU
aKTUBU3UPYETCS NOCTYNINEHNEM N3 CTEHKN
COCYOOB M TKaHEU B KPOBb TKAHEBOIO
TpombonnacTtuHa (daktop Ill), KoTopbIn B
Komnnekce c VIl obpasyeTt aktuBatop X



® AKTUBHBINI TPOMOOIJIACTUH
BMeCTe c (paxkTopamu
KOATyJISIUHA 4, 5, 7, 10
TpaHC(l)OpM]/[pyeT (l)aKTOp 2 B MoBepXHOCTb KOHTaKTa

BHyTpeHHsiIq akTUBaUUS

q)aKTop 2a (HpOTpOMﬁI/IH B ATII BHeLLHsiA aKTUBaUmMs
Xl —> Xlla J

TPOMOUH).

® TpPOMOMH OTHICIISACT oT Xl =5 xia < ATl  MospexaeHye TkaHeil
MOJIEKYJbl (GuOpuHOreHa 2 l l
(l)parMeHTa, HpeBpamaﬂ ero : IX —— | IXa +’V|” + TP+ Catt Ca**+T® +Vila |«<— VI
B (pudpun MOHOMeEP. ATII ,/ ATIII
MoJ1eKyJIbl noCJIeHero oTene

Y V.
MOJIMMEPHU3YAChH, X ,J;(a +V+JO + Catt
npeppamanwTca B GuOpUH — - ks Netsrount
oJIMMep M PACTBOPUMBIA l
¢pudpum. Cetka ¢pudpun- Mpotpombun — Y 5 Tpombun «—~_ ATl
nmoJuMepa BMeECTe c |
hopMeHHBIMH 3JIEeMEeHTAMU |
1 du6 Y , ®ubpuH ﬂé’r"#a‘ﬁ?" "
WOPUHOTeH — uu
KpOBI/ﬁl ¢Gopmupyer KpacHbI P ot s
TPOMO. ‘
p I ATIHI

® perpakuusd Cr'yCTKa u fnasmmHoren ——» Mnasmun

(l)OpMI/IpOBaHHe I Oo-aHTUNNA3MUH

OKOHYATEJBbHOI'0 TPOMOA. ATusaTopH

nnasMUHOreHa



Boapevictaue Tpom6una Ha dubpuHores, dunbpuH [ n OXIII
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MNepsas ¢a3a orpaHuymnBaeTcs NPOTEONN3OM
$ubpuHoreHa TpoM6UHOM ¢ 06pa3oBaHUEM
$unbpuH-moHomepa u dubpuHonenTUaoB

DubpuH-nonumep

= e T e e o T

Korna ot ¢pubpuHoreHa oTennsioTCs CUNbHO
anekTpooTpuuaresnbHbie pubpuHonenTuabl,
$UBPUH-MOHOMEPbI CNOHTAHHO nonMMepusyiloTcsa
c obpasoBaHuemM pubpuH-nonumepa.
MNepsoHa4yanbHO CBA3LIBaHME NPOUCXOAUT

3a cYyeT BOAOPOAHbIX CBA3eMn

TpombuH, dpakTop Xlll, Ca?*

Ha 3-M aTtane ¢pubpuH-nonumep crabunuanpyercs
KOBaNIeHTHbIMU CBA3sMU. [lns aToi ¢asw TpebyeTcs
DX, TPOMBUH 1 MOHbI KaNbLMS.



MoBpexaeHue cocyaa

CokpauweHue (cnasm)

cocyna

- !

KoHTaKT KpoBM ¢
cybaHgoTenuem

NMonaaaHue TKaHeBOro
Tp0M60nHaCTVIHa B KPpOBb

AkTuBaumua
TpomMboLUNTOB

|

/\‘

g

AKTUBaLMA CBepTbIBAaHUA KPOBU

Arperauusa TpoMbOLMTOB B
30He NoBpexaeHua cocyaa

Y

ObpasoBaHue cryctka Ha

X

»  OCHOBe arperauuv TpPoMGOLUTOB

X

MepBUYHBbIV (BPeMeHHbIN)
reMocTas

BTOpUYHBbIN (OKOHYaTENbHbIN)
reMocTas




Cucrtema bmbpuHonmsa —
HeoTbeEMMNEMAasi YaCTb reMmocTasa

* HanpaBneHa Ha coxpaHeHue XNaKoro
COCTOSIHUA KPOBU, NPENATCTBYET nepexony
noKanbHOro TpomMboobpo3oBaHUA B
pacnpoCcTpaHEHHOE.



e [emMopparn4yeckmm CUHOPOM - 3TO NATONTIOMMYECKNU
CUMNTOMOKOMIMJIEKC, XapaKTepun3yrLNNCS
HaAKMOHHOCTbLIO K KPOBOTOYMBOCTU 1 MOBTOPHbLIM
KPOBOTEYEHUAM, BO3HUKAIOLLMM KaK CNOHTAHHO, TaK U
noa BNUAHUEM HE3HaAYUTENbHbIX TPaBM.

* lemopparnyeckum cMHAPOM XapaKkTepun3yeTcs
KpOBOTEYEHNEM U3 COCYOO0B, KPOBOUINMUSAHUAMUN B
CNU3nNCcTble 00OMNOYKN N FeMopparnsMm Ha Koxe.

e [emopparn4vyeckue BbiCbIMaHUSA HE BO3BbILLIAIOTCH
Ha YPOBHEM KOXM 1 HE NCYE3al0T NPU HaJaBNIMBaHUMN.

Bug remopparunyeckoro OwameTtp
BbICbINaHUs

[MNeTexunn 1 MM

[Mypnypa 2-5 MM
IKXNUMO3b bonee 5 Mm



* [eMopparn4eckmm CUHOPOM MOXET ObITb
oOyCrioBneH nopaxeHmnem ogHoro n3
3BeHbLEB reMocTa3sa
— COCYyaunCTOro,

— TpoMboumTapHOro,
— MJ1Ia3MEHHO-KOaryJaumMoHHOro

* Tn N TAXKeCTb KPOBOTOYNBOCTMU
obneryaroT AMarHOCTUKY
remopparmnyeckoro cumHgpoma



[1ATb TMNOB KPOBOTOYNBOCTW
(bapkaraH 3.C., 1975,1980)

* [eMaTOMHbIN

* [leTexnanbHO-NATHUCTbIN (CUHSAYKOBBLIN)
(MMKPOUMPKYNATOPHLIN)

* BackynutHo-nypnypHbIn

« CMellaHHbIW CUHAYKOBO-reMaTOMHbIN
(MUKPOLMPKYNATOPHO-
MaKpPOLMPKYNATOPHbLIN)

* AHITMOMAaTO3HbIN



[eMaTOMHbLIN TUN KPOBOTOYUBOCTN

MaccuBHsble, rnyoboKue, Hanps)XEeHHbIE,
B6one3HeHHbIE KPOBOUSMUAHNUS B KPYMHbIE CYCTaBhl,
MbILLULbI, MOAKOXXHYIO KNeT4aTKy, anoHEBPO3b,
doacummn, cepo3Hblie 0O60NOYKMN.

CnoHTaHHbIe, NOCTTPpaBMaTU4eCcKune,
nocTtonepaymoHHble KpOBOTEYEHUSA, UMEKOLLINE
OTCPOYEHHbLIN XapaKTep.

MaHxeTouyHaa npoba oTpuuaTenbHas. Bpems
KpOBOTEYEHUSA HOPManbHOEe NN YOrIMHEHO
He3Ha4YnTenbLHO.

XapakTtepeH anga HapyLweHUn BHYTPEeHHEro
MeXxaHn3ma npoTpoMOMHa3HOW aKTUBHOCTU
(remodpunua A n B).



NeTexnanbHO-NATHUCTbLIN
(CMHAYKOBBLIN) TUM KPOBOTOYNBOCTW

Be3bonesHeHHble, He HanpPsXXeHHble, He caaBnMBaloLLINE
OKpY>KatoLLMe TKaHW, He Bbi3blBatoLLMe NX JeCTPYKLIMN
KPOBOU3MNSAHUS B KOXY U CITU3NCTble 060M0YKN (neTexmn,

9KXMMO3hb).
[lecHeBble, HOCOBbIE, MATOYHbIE KPOBOTEYEHUA.

KpoBoTeueHnsa BO3HMKAKOT NPpU HUYTOXHO Marou
TpaBMmaTusaymm MMKPOCOCYO0B.

[nvuTenbHble KPOBOTEYEHUS NOCIe yaaneHus 3y0oB.

[Mpo6bl Ha TOMKOCTb KanunnisapoB NonoXuTenbHbl. Bpems
KpOBOTEYEHUS YATMHEHO.

Habntogaetcs npy TpoMOOoLNTONEHUN,
TpomMbouuTonaTusax, a Takxke rnpu runo- u
ancpmnbpunHoreHemusx, nedpuunte daktopos X, V, 11,
nerkom goopme bonesHn BunnebpaHTa.



CmewaHHbIN (MUKPOLUMPKYNATOPHO-
MaKpPOLUPKYNATOPHbIN) NUITU CUHAYKOBO-
reMaTOMHbIN TUMN KPOBOTOYMBOCTU

npeobrnagaHue NeTexmmn, KPOBOTOUNBOCTM N3 CIIU3UCTbIX
00onoyex;

o6pa3oBaHne reMaToM Bbipa)KeHO B MEHbLLEN CTEMNEHU
B BUE NOOKOXHbIX KPOBOU3MNUAHUI. HET nopaxxeHus
CYyCTaBOB

bones3Hb BunnebpaHaa, nepuumt doaktopos Vil n XiIll,
OBC-cnHapom, nepenosnpoBka aHTUKOAryrigHTOB
HenpsiMoro A4encTeusa n PUOPUHONNTUYECKNX
npenaparos, Aepuunt ButammHa K.



BacKynutHo-nypnypHbINA TUN
KPOBOTOYNBOCTM

« XapaKkTepuayetcd remopparmamu B Buae
CbINW UM 3pUTEMbI Ha BOCMNANUTESTbHOM
OCHOBE.

« Bo3amMoxHO npucoegmHeHne Hedputa un
KULLEYHbIX KPOBOTEYEHUI.

« XapaKTepHO Hannyne cyctaBHoro
cuHapoma, cybgpebpunurer.

* [[emopparnyeckuun Backynut (nypnypa
LLleHnenHa-I eHoxa), BUpYCHLIE
remopparmyeckme nmxopagku.



AHrMomMaTo3HbIN TUN
KPOBOTOYMBOCTW

* KpoBOTOUYMBOCTbL CBA3aHa C NoKanbHOU
COCYOMUCTOU NMaToS1IoTnen.

* [lposaBnaeTca ynopHbIMUN KPOBOTEYEHNUAMM
OQHOW-ABYX NoKanmsauun.

* [lpucyll TeneaHrnoaKkTasnam u
remaHrmomam (HacrnegcTBeHHbIE
cocyaucTtblie aucnnasun) (6-Hb PaHato-
Ocnepa. Cungpowm Jlyn-bap).

* BXoOuUT B KNMMHUYECKNN CUHOPOM
«remaTomMe3seHxXmmManbHOU gucnnasnm».



HapylweHua B
COCYyaMUCTO-
TPpOMOOUNTAPHOM 3BEeHe
remocrasa ’

e YBenun4yeHue
BpeMeHu
KpOBOTEe4YeHUs

 HapyuweHue .
aare3vuBHO-
arperauyMoHHoOu
CNOCOOHOCTH
TpomMoOounToB

 HapyweHue
peTpakuuu
KPOBSIHOIO CrycTKa

Koarynonatum

YonuHeHne BpeMeHu
CBepTbiBaHuA (Unu
HOpManbHoOe BpeMA
CBepTbIBaHUA NpwU
YANTUHEHHOM
NPOTPOMOMHOBOM BpPEeMeHMH)

HopmanbHasa onutenbHOCTb
KpOoBOTE4YeHUS

HopmanbHOe Konn4ecTBO
TpomMOoOLUUTOB

e J1nsa nonHoro guarHo3a

HeobxoOouMoO onpeneneHue
Kaxxgoro cpakropa



Knaccundukauums remopparm4eckmx CUHaOpoOMoB

[emopparmnyeckmnn
CUHAPOM

Bpems
KpoBoOTeY
eHns

Bpemsa
cBepTbiBa
HWUA

Pe3uncteH
THOCTb
Kanunnsap
OB

PeTtpakuunsa
KPOBSAHOIO
crycrka

OcobeHHOCTN remopparn4eckoro
cuHgpoma

Koarynonatum

N

i

N

N

[emaToMmbl, remapTpo3bl,
KPOBOU3NUSAHNA Ha KOXE U CIIN3UCTbIX
obono4ykax, KpoBOTEYEHUSA N3 HOCa,
AECEH, NULLIEBAPUTENBHOIO TPaKTa,
MOYEBbIX NyTEN M Ap. NO3gHNE
(OTCPOYEHHbLIE) KPOBOTEYEHUS

TpombouunToneHnn
TpombouumTonaTum

i

L

L

[leTexmmn, CUHSAKN, KPOBOTEYEHUS U3
HOCa, KPOBOTOYMBOCTb CITM3UCTbIX
obonoyek, KPOBOTEHEHUS U3
XKenyago4YHO-KMULLIEYHOTO TpakTa,
MOYEBbIX NYTEN; MATOYHbIE
KpOBOTEYEHUS; MOABMNAOTCA cpasy
nocne TpaBMbl U onepaunm

BasonaTtuu

L

[MeTexnun, MenKonsATHUCTbIE
remopparmn, KpoBotTounBOCTb
CINM3UCTbIX 0D0ONOYEK XKenygodHo-
KULLEYHOro TpakTa, rematypusd




CKPUHWUHT-TECTbI Ha
KPOBOTOYMBOCTb

OnpepneneHne Konuyectsa TPOMOOLMTOB
3y4yeHne maska nepugepmnyeckon Kposu
Bpemsa KpoBoTeYEHUS < 4 MUH.

AKTUBNPOBAHHOE YaCTUYHOE TPOMOOMNNacTUHOBOE
Bpemsi 29-34 ¢

[TpoTpomMbMHOBOE BpemMS 9,2-12,2 ¢
MHO 1,5-2 (Ha poHe BapdapuHa 2,5-3,0)
TpombuHOBOE Bpemsi 18-24 C
KoHueHTpauua pmnbpurHoreHa B nnasme
,El,ononHMTeanble NpooObI

OnpepeneHne npoteunHa C,S, aHTutpombuHa |
Onpegenexune MO nnn yposHa D-gumepa
 OnpegeneHne coaepx. PakTOPOB CBEPTLIBAHMS KPOBU

= b=

© N o W»






'EMOPPAI'MYECKNME ME3SEHXMAIJIbHbBIE
OVNCITIASU

[ pynna remopparn4yeckmux gnaTesos,
obycroBreHHas naTosfiornen pasBuTus
coeIMHUTENbHOM TKaHu (B bonbLuen
CTENEHN — KONnareHa), a Takxe
HapyLweHnem pasrmMyHbiX KOMMNOHEHTOB
remocTasa (CocyaucToro,
TpoMOOLUMUTaAPHOro, NIa3MeHHOro).



ATUNONOrus
« HacnencrtBeHHas naTtonorus.

* Kremopparmyeckum meseHxXxmmarbHbIM
aucnnasnam OTHOCATCS remopparnyeckmue
BapuaHTbl cuHapoma Jnepca-HdaHno,
cuHapoma MapdraHa, TAR-cuHapoma
(TPpOMOOUMTONATUA U TPOMOOLINTOMNEHUS B
COYETaAHUN C BPOXAEHHBLIM OTCYTCTBMEM
ny4yeBbIX KOCcTeN), TAR-CUHApPOMaA C
HegoCTaTOYHOCTbLIO dakTopoB VII nnum X



KnnHmnyeckme nposaBneHus

* [emopparnyeckmm cMHOPOM U NPOABIEHUS
COOTBETCTBYIOLLNX COCYAUCTbIX U
Me3eHXUManbHbIX HApYyLUEHUN.

» [ledpeKTbl pa3BUTUA KOCTHOU TKaHMN,
CBSI304HOro annaparta, rmnepmMoodunnbHOCTb
CYyCTaBOB, MOBbILLEHHAA PACTS)KUMOCTb
KOXW, NponabupoBaHue KnanaHoB

cepaua.



TAR-CMHAOPOM




[ emMopparmyeckme amaTessl

Koarynonatum TpombouunTonaTum
TpomboumToneHnn
Basonatuu
[ emopparmyeckue

reMmaromMme3eHXmmMalibHble OUCTJ1a3nNn




Koarynonatuu

e [I[pnodpeTeHHbIe

e HacneacrTBeHHbIE

 bone3Hb BunnedbpaHaa

femodounusa A (
aedpuumt Vil ¢.)
femodununa B (
aedouumnT IX id.)

HacneacTBeHHbIN
OePULNT aKTopoB X,
XI, Xl wnl d.
OuncdounbdbpnHoreHeMum

HacnencTtBeHHbIN
OednunT goaktopos VI,
X, Vunll

e NedomumT K-

BUTaMMWHO3aBUCUMbIX
cdakTopoB
cBepTbiBaHUA

« [1IBC-cuHapom

CnHOPOM MaCCUBHbIX
TpaHcdy3un

HapyLlueHnsa remocTasa,
BbI3BaHHbIE
Hecneundpunieckumm
MMMYHHbIMU
MHIIMBbUTOPaMUN —
aHTUKoarynaHTamu

BOJTHAHOYHOIO TUMa
(ADT)



[ emodpunnuna

e [emodhmnua — HacnegcTtBeHHoe
3aborneBaHune CcBePTLIBAKOLLEN CUCTEMbI KPOBMY,
nepegaBaemMoe Mno peLeccMBHOMY,
cuensieHHoMy ¢ X-XpOMOCOMOMU TUny,
XapakTtepusytoLleecs pe3ko 3amensieHHoOun
CBepTbIBaeMOCTbLIO KPOBU B pe3ynbrarte
neduumnTa dpaktopa ceepTtbiBaHMs Kposu VI
(FVIII) — remodounua A, nnn dpaktopa
cBepTbIiBaHMSA KpoBK IX (FIX) — remodunua B.

* KoanposaHue no MKb-10:

* D66.0 — HacneacTtBeHHbIN OeduUUT dpaKTopa
VI



* Cpenu Bcex OOJIBHBIX C HACJIEACTBEHHBIMU
KoaryjgonatusiMu y 94-96 % nuarHoCTupyroT reMo(prInio
A wnu B u 6one3ns BunneoOpanaa. Ha ocranbHbie
(OopMBI IPUXOAUTCA HE Oosee 6 Y%, cymMMapHas 4acToTa
HaCJIEJACTBEHHBIX Ae(PEKTOB (PaKTOPOB paBHaA 5-6 Ha |
MIJIH. YEJIOBEK.

* I'emopummsa A — nedpunut VIII pakropa
e I'emopunusa B — nepumut IX

* MaruouropHas reMopuians — 00yCIOBIIEHA BRIPAOOTKOU
antuten K VIII nmm IX pakropy mociie moBTOpHBIX
[EPEIUBAHUMN UX KOHIIEHTPATOB



VIII dhakTop — 3TO KpYyIMHOMOJIEKYJISIPHBIN OCJIOK, COCTOSILIMN U3
HECKOJBKHMX CyOBbEIUHUII, OIHA U3 KOTOPBIX 00JIagaeT
koarysiimoHHoM akTuBHOCTRIO (VIII:K), npyras

— OIPEACIACT CIOCOOHOCTh TPOMOOIIMTOB arperupoBaTh C
PHUCTOLIETUHOM M aAre3upoBarh K cocyaucton crenke (VIII:
®B).

CyIIeCTBYIOT CyObSAUHHUIIBI, OT KOTOPHIX 3aBUCUT aHTUI€HHAS
akTUBHOCTBH JABYX npeasiaymux (VIII:Kar u VIII.®Bar).

Cunres cyobeaunul VI hakTopa mpoucxoguTt B pa3HbIX
Mectax: VIII: @B B snporenuu cocynon, VIII:K B
TUM(DOIUATAX.

VY 6oabHBIX remoduiareit A aktuBHocTh VIII:K pesko
CHMKEHA, Torna Kak koHuenrpauusa VIIL:Kar u VIII:©B
HOpMaJIbHAas.

[ 'eH, KOOUPYIOIIUM CUHTE3 000MX OEJIKOB, UMEIOIIUX OTHOIIIECHHE
K xoaryyusanuu VIIL:K » VIII:Kar, nokanuzosan Ha X-XpomMocoMe
(Xg28), Torna Kak reH, OnpeAes IOl CHHTE3 (haKkTopa
Bunneopanga — Ha 12-i1 XpoMocoMe.



HacnepnoBaHue

* Bce nouepu 00IbHOrO reMoMrIIMen SBIISIFOTCS
HOCHUTEISIMM I'eHa reMOPInK (KOHIYKTOpaMHu
reMO()UJINM ), KOTOPBIE C BEPOATHOCTHIO 1:4 MOTyT
POIUTH ChIHA, OOJBHOrO reModuiment (remopuiims
oynetr y 50% cbIHOBEN).

* ChIHOBBS 00JILHOTO TeMO(pUINEH OyayT 3J0POBHI U HE
MOT'YT II€peaBaTh 00JIE3Hb JCTIM.

* YV JKCHIIMH-HOCHUTEJIEH reMO(UIBHOIO T€HA YPOBEHB
VIII nim IX pakTopoB ymepeHHO cHUkEH 10 30-50%,
HO KPOBOTOYHMBOCTH HET, XOTS OHA MOYKET BOSHUKHYTh
nocie OOJIBIINX XUPYPIrAUCCKUX ONEPAIIHHM.



¢
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O 30P0BbLIE XEHIWMHLI, MEIOT Habop XX-XpPOMOCOM

300P0BbLIE MYXKYNHBI, UMetoT Habop XY-XpoMocom

O [eTepo3uroTHbie Hocutenu reHa gecouumnta i.VIHI (keHWnHL1)
. bonbHble remodaunuen A (My»X4WHbl)



UcTuHHag reMopuiIns y ;KeHIIUH MOKET
OBLITH CJI€ICTBUEM:

Oten 00s1eH TEMO(UIINEH, a MaTh —
HOCHUTEJIb FeMO(UIBHOTO I'eHa

JKeHIlmHa — HOCUTEIIb TeMO(UIBHOIO I'eHa
umeeT cunjpom Illepemieckoro-Tepaepa (XO)
MM CIIOHTAHHYIO0 MYTaIl{IO, POU3OMICAIIYIO B
X- XpoMOCOMe OTIa

JKenmmna-nocuresb reta
TECTUKYJISIPHOM (DEMUHU3LIUU



KnnHnyeckaqa kapTuHa

reMmounumn
* KpoBOuM3nusHuA, noBpexgarLine opraHsbl

N TKaHWU

* Peunaneupyrowive KpoBOU3NUAHUA B
cycTaBbl, NpuBoadLme K popMnUpoBaHUIO
XPOHMYECKOro BocnanmTenbHoro
npoLecca, paspyLleHNo CyCTaBHbIX
NOBEPXHOCTEN U HapyLLUEeHUO PYHKLUN
CyCTaBOB

 KpoBoTe4yeHus, npuBogdaLlme K
doU3N0NorM4yeckn 3Ha4MmMomn KpoBonoTepe



* Jlokannzauus
remMmatTom
— lNoakoxHble
— MEXMbILLUEYHbIE

— peTponepuToHearbH
ble

— NOAHAAKOCTHUYHbIE
— cybceposHbie n ap.,

* [1pn nanutumn
borbluoro oobema
KPOBMW pa3BNBaAETCH
aHemMus.

« KnnHn4yeckas kapTuHa npu
doopMUpoOBaHUN FrEMaTOM:

OLLYLLIEHNE Xapa, OHEMEHUS U
nokanbiBaHUSA, 60NE3HEeHHOCTH,

orpaHmnyeHmne ABn>xXeHun4d 3a cHeT
KOMMEHCATOPHOIo MblLLIEYHOIO
cna3ma

e Obwme cMMnTOMBI

HapyLLleHMe o0LLEero COCTOAHUS,

nMxopaaka BO BpeMsi paccacbiBaHUS
remaTomb,

cnabocTb, HeaoMoraHue,
HapyLweHUsi cHa 1 anneTuTa.



 PaccacbiBaHue

remMaTom
NpoucxXoaunT
MeaeHHO.

* I3nuBLasacs >
KpOBb O0SIroe
BpeMsi OCTaeTcs
XNOKOU, NO3TOMY E
NErko NPOHUKAET B
TKaHU U
pacnpocTpaHseTcs wisissii

B,D,Oﬂ b @aCL" VI M Siommpein Qeanpauns (emoduann 1003 ¢

Pucyrox 4. PopmMmmUpoBaHMEe MEXMbILLEYHOW
remaromsi



KpoBoTeuyeHus
* ObbIYHbIE KPOBOMEYEHUS PAa3BUBAKOTCS B
cycTaBax, MblLLLAX N MATKUX TKAHSX.

» )KU3Heyzpoxaroujue Kposome4yeHUus
NPONUCXoOAT B XXKMU3HEHHO Ba)XHble OpraHbl.
B0O3MOXXHbI KpOBOU3NMUAHUA B FONTOBHOU MO3T,
MO3roBble 0DOSTOUKMN.

* TAXKEeCTb KPOBOUINUAHUA HeageKBaTHa TpaBME,
a KINMMHMKa KPOBOU3NMUAHUA NPOABMAETCH Yepes
HEKOTOpOe BpeMs Nnocrie TpaBMbl (40 CYTOK).

« B 3aBucumocTun ot BblPpaXXeHHOCTHU ,El,erI/ILI,I/ITa KOarynaumnoHHOro
cbaKTopa MOTYT BO3HUKATb KaK CMMOHTaHHbIe, TakK

M NOCTTPaBMaTU4YeCKne KpOBOTEHYEHUS.



» KpoBoTeueHns y 005bHbIX reMoOdUnmnen
BO3HWKAIOT YacTo, Nerko, B pa3Hoe BpeM4
CYTOK, OHWU OANUTENbHbI 1 OOUMBHbI.

 HacToTa pa3Butnga remopparm4yeckoro
CUHAPOMa TaKke 3aBUCUT OT TAXKeCTU
3aborneBaHus.

Y 6onbHOro ¢ Tskenon opmomn
remodunnn A yactorta anm3onoB
KPOBOTEYEHUN MOXET AOCTUraTh
3Ha4YMUTENbHbLIX UMdp (0o 35 pa3 B roa u
bonee)



Pa3HOBMOHOCTW CyCTaBHbIX MOpPaXeHUn
npu remounnm

* OCTpble reMapTpo3bl — MEPBUYHbIE U
peunaneupyrouine

* XPOHUYECKMNE remopparm4ecKku-
OECTPYKTUBHbIE OCTEOAPTPUTDI

* BTopn4yHbIN peBMaTONOHbIN CUHOPOM



[emapTpo3bl

ABnatoTcs TUNUYHBIM, Hanbonee YacTbiM (70-80%)
npoasneHnem remodounun.,

KpoBounsnusaHue B cycTtaBbl 06bI4HO pa3BuBaeTcs 6e3
BUOVMBbIX MPUYUH.

[eMapTpo3 XxapakTepnsyeTtcs ObICTPbIM YBENTUYEHUEM
cyctaBa B 00bemMe, pe3kon 60fe3HEHHOCTHIO,
noKanbHOU rmnepemMmen n rmnepTepmMmnen,
HanNpPs>KEHHOCTbLIO KOXW Ha, CyCTaBOM.

DOyHKLMA cycTaBa HapyLLaeTCcs, BO3HMKaET
KOHTpaKTypa: ABUXEHNSA B CyCTaBe CTAHOBSATCS
OrpaHUYEeHHbIMU, OH AedOPMUPYETCSH, PACLUUPAACH U
NPUHMMAasaA HenpaBuIibHble POpMbI NPU pacnpaMneHnn
KOHEYHOCTW.



Femaprosbl

» CycTaB, B KOTOPbII 4aCTO * ApTpO3 NOCTENEHHO NMOpakaeT Karicyny,
NPOVCXOAMUT KPOBOUSAUSIHUE, XPSiLL, npunerarLmne KOCT N MAarkme
Obin Ha3BaH A. ApoHCTaMOM TKaHW.

(A. Aronstam) «cycTaBOM-  CuHoBManbHas oborovyka BocnansaeTcs,
MULLUEHbLIOY. YTOSLLIAETCS, €e cocyabl Nerko

- [Mpu nosiBNEeHUM cycTasa- NnoBpeXaarTCs U Cny»XaT MICTOYHUKOM
MULLEHN 0OBIYHO HAYNHAETCH MOBTOPHbIX KOOBOUSAMAHMN.

MeLlleHHas peakuma « B panbHenwem dpunbpos kancynbl n
pa3BnTUAa apTpuTa. OKpyKatoLen TkaHu aecdopmmpyeT

- Ecnu kpoBouanusiHue CYyCTaB 1 OrpaHn4YmMBaEeT ero noaBMKHOCTb.
NOBTOPSAETCS, TO Npw « Xpsl cycTaBa paspyliaeTcs
OTCYTCTBUUN CKOPOU U NPOTEONUTNYECKUMN dDEPMEHTAMMN.
afeKBaTHOW 3aMeCTUTENbHOU  « [lapannenbHo ¢ AereHepaumven xpawa
Tepannn passnBatoTcA npunerarowas KOCTb CTaHOBUTCH
CTovkne gedopmupytoine OCTEONOPO3HOM, B HEN 0DpasyroTCs
N3MEHEHNA CyCTaBOB — KUCTbI, HAnosHEHHble CTYAEHNCTON
2eMopusnudeckKas >XMOKOCTBHO.
apmponamus «  OkpyxatoLas cyctas MyckynaTypa

aTpodupyeTcs, 4To B eLle DonbLIEN
ctTeneaHimi VRernmMUMRAAeT HArnv:rRkv Ha



NJIAdUCUVIWVIRALVIAZA 1CVIOWVUIIVIN 110 Liclichv

mnnahVidaVolu oV |

AKTUBHOCTb KnnHnyeckue nposiBneHus
FVIII/FIX (Hopma
50-150%)
Taxkenas <1% [ebtoT 3aboneBaHnst B paHHEM
OETCKOM BO3pacTe: peuanBupyoLmnm
CpeaHel 1-5% remopparmyeckum cCMHapom
TPKECTU npeuMyLLeCcTBEHHO reMaTOMHOIo Tuna
(NMpenmyLLecTBeHHO CNOHTaHHbIe
KpOBOTEYEHUS)
Jlerkag >5% KpoBoTeuYeHMsa BO3HMKAKOT Nocrne TpaBm

ninnm npu nposegeHnn MHBa3nMBHbIX
BMeELLUATENIbCTB



—=

3aBUCUMOCTb TSKECTH remopparuii ot ypoBHs VIII dakropa B

KpOBH (HO naHHbIM Komurera sKkcniepToB BO3)

Yposeus VIII | 'emopparuyeckue nposiBjaeHust
(paxTopa
(B % ot
HOPMBI)
50-100 IToBbIIIEHHOW KPOBOTOYMBOCTH He HAOJIIOAAETCS
25-50 KpoBoTeueHus TOJbKO MOCJIE 3 HAYUTEIbHBIX TPABM U
OOIIMPHBIX XUPYPrUYE€CKHUX BMEMIATEIbCTB
5-25 Jlerkast remopuius. Jure/ibHbIe KPOBOTEYECHUS MOCJIE JIIOOBIX
XHPYPru4eCKUX BMEMIATEJIbCTB U HEOOJIbIINX TPABM
1-5 Cpenneii TsizkecT remopuins. Tsxenbie U JJATEIbHbIE
KPOBOTEYECHMS MOCTe MUHUMAJIbHBIX MOBPEKICHUM,
reMapTpo3bl, «KCIOHTAHHbIE)» KPOBOTEYCHUS
0-1 Taxenas remopuius. 'eMapTpo3bl ¢ BO3MOKHOU

NMOCJIeyIleld HHBAJTUIU3AIMEeH, ITTy0OKHEe TKAHEBbIE
reMaTroMbl, KPOBOTECYCHUS




* @peMsi NosiesieHUs1 nepebIixX CUMMMOMOS8
3abosiegaHUs rpPsIMo KOppeupyem ¢ ms>xecmsasro
gemopusniuu: yem boriee 8sbipaxkeH oegpuyum
akmopa, mem paHblWe OHa rpPosI8IsIemcs.

* B HeoHamasibHOM riepuode riposiesisiem cebs
msixkesnasi gpopma 2emMopusiuu.

* B 9TOM BO3pacTe reModpunms MOXeT ObITb
3arnoo3peHa rnpu passuTnum ooLLNPHOMN
KedanoremaToMbl npy PU3MONOrMYECKNX poaax,

KPpOBOTE4YeHUUN U3 nynquoﬁ PaHKWM nocrne
OoTnageHnd nyrnovyHoro ocrtartka, no O6LLIVIprIM

KPOBOU3JIIUAHNAM B MATINKne TKaHUM nocrne
NOAKO>XHbIX UIMTN BHYTPUMbILLEYHbIX MHBEKLUMNN,

obpe3aHnsa KpanHen NNOoTU N APYrmx MaHUNynauun.



[ pyOHOW N paHHUW BO3pacT
{poBOTEYEHME NPU NPOPE3bIBAHNN 3yDOOB
‘eMaToOMbl

KpOoBOTEYEHUS NPU MPUKYCbIBAHUN CNU3UCTBIX, A3bIKA;
npu TpaBMaTU3aLUM UTPYLLKaMM

KpoBoTeYEHUS N MEXMbILLEYHbIE reMaToOMbIl Nocre
NUHBEKUNUN

B non3yHKoBOM nepuoae TUNmU4YHbl KPOBOU3NUAHUA B
AroAunLibl, HOCOBbIE KPOBOTEYEHUS

[1o Mepe ycuneHna aeuratenbHOU akTUBHOCTU
pebeHKa NosiIBMATCA reMmapTpo3bl

[loyeYyHble KPOBOTEYEHUS ¥ JETEN BCTPEYAOTCS peako




LlnarHoctmka remoqunummn

 AHanNn3 gaHHbIX
POOOCIOBHOM
(MY>XYUHbI NO
MaTEepPUHCKOMN
NTMHUN C
KPOBOTOYMBOCTb
10)

o JlaHHbIE
aHaMHe3a XXU3HU
n 6oNesHn

 KnnHunyeckas
KapTUHa
(reMaTOMHbIN TUM
KPOBOTOYMBOCTH)

* YANMMHEHNe BpeEMEHN

CBepTbIBaHUA LIENbHOW KPOBU U
A4TB

HopmanbHble BpeM4
KpoBoTeueHna n 1B

* Tun un TKecTb remoPUnNN — Ha

OCHOBaHWUM CTENEHU CHUXKEHUS
KoarynaHTHOW akTUBHOCTW
aHTUreMoUIIbHbIX rNO0YNMMHOB B
nnasme

HopmarnbHoe coaepkaHue
aHTureHa ¢B

[lpeHaTanbHasa gnarHocTuka:
[MLP (buonTtat BOpCUHOK
XOPWOHAa, KPOBb Noda) y»xe Ha
choke 2-12 Henenek



HanpaBneHua nevyeHns remopunmm

3amMecTuTenbHasa Tepanvsa (BBegeHue

aeduumuTHOro cpakropa):

— [1o TpeboBaHunto («KPU3UCHOE» B CTaLlMOHape, B AOMALLHNX
YCINOBUSX)

— [Npodunnaktunyeckoe

npnMmeHeHne gecmMmornpecCcuHa,

Tepanuss aHTUPUOPUHONNTUYECKNMU NpenapaTamMm (Hemnb3s
MPUMEHSATb MPU NOYEYHbIX KPOBOTEYEHUSIX)(aMUHOKaANpPoOHOBas,
aMUHOMeTUN6eH30MmHas, TpaHekcamMoBas K-Thl)

BCnoMmoraTtenbHble MeToAbl (rest, ice, compression, elevation
[RICE]):

— TOKOW;
— Xonon;
— [JaBgdLUne NoBA3KU;

— UMMOOUAURAIING KOHAUHOCTIA



3amMecTuTenbHas Tepanusa — aHtureMmoduribHble rMOOYNUHDI
(AI'T)

e OunulEeHHbIE, BUPYCUHAKTUBMPOBAHHbLIE Npenaparhl,
N3roTOBJIEHHbIE N3 JOHOPCKOM Na3mMbl YerioBeka (KOHUEeHTpaT
FVIII, KOHUeHTpAT FIX, KoHUeHTpaT FVIII + doakTop dooH
BunnebpaHga, aHTUMHIMONTOPHBLIW KOarynsiHTHbIM KOMMIEKC
[AUNKK])

* PeKkoMOMHAHTHbIE KOHLUEHTPAaTbl pakTOpOB CBEPThLIBAHUS
(OkTokor anbda, MopokTokor anbda, HoHakor anbda,
JnTakor anb@a (akTmempoBaHHbIN), CUMOKTOKOI anbda,
TypokTokor anbda).

 [lockonbKy YacTas cMeHa TOproBbiX HAaMMeHoBaHWM npenapaToB FVIII n FIX
MOXET NPUBECTU K NMOBLILLEHMIO PUCKA NMOSIBIIEHNS MHIMOUTOPA,
XXenaTenbHO co3aaTth YCIoBUSA ANst ANUTENbHOIO (Ha NPOTSHXKEHUU MHOTUX
NeT) NPUMEHEHUsI NaLMEHTOM OAHOro TUMa npenapaTos.

* Kcnonb3oBaHne HeEOUYULLIEHHbIX NpenapaTtoB — KOMNOHEHTOB KPOBU
(cBEXE3aMOpPOXEHHOU Nia3mbl UK KpuornpeuunuTarta) — pekoMmeHa0BaHo
TOJIbKO B UCKITIOYUTENBLHBLIX CIyvasiXx U He OOSMKHO ABNATLCA NOCTOSHHOW
NPaKTUKOWN.



[TpuHUMNbI NeYyeHnsa KoHueHTpaTtamu Al T
npu remounmnu

1. Al'T npumMeHaT Npm KpOBOTEYEHNAX
2. nepen Xxmpyprmieckmumm BMmelLlaTenbcTBamMmu

3. Al'T npn HenpepbIBHOWN NpOUNaKTUKE
KpoBOTeYeHUn (y oeten 2-3 pasa B Hegernto)

4. no3a Al'T 3aBuCcUT OT Nnokanusauuu
KPpOBOTEYEHUS, ero NPorHo3e, UCXOOHOIo YPOBHSA
akTnBHocTu VIII, XI d. n Beca nauueHTa



JleyeHne remodomnun
(npopomkeHme)

* |I. MecTHaa Tepanus (doubpuHoBebIii knei,
remocTaTnyeckas ryoka, bnbprHoBas nneHka).

* [Il. ConyTcTBYlOLLAA Tepanus (npw
remapTpo3ax —-MuMmobunnmsauymsa cyctana,
aHanbreTukun, B/C NyHKUMA C acnupaumen Kposm u
BBeOEeHNEM MTMOPOKOPTU3OHA;NpeaHNU30N0oH Npu
NoYeyHbIX KpOBOTEYEHUAX; Aerngparauuns,
NPOTMBOCYAOPOXHbIe npenapaTbl Npu B/Y
KPOBOU3IMUAHUSAX)



OcobeHHOCMU eedeHuUs1 60J/IbHbLIX C
2emMapmpo3amu.

 [1pn ocTpOoM remapTpo3e, MOMUMO 3aMeCTUTENBHON Tepanumn B
TeyeHue 5-10 AHel, NPUMEHSIOTCS:

NMMOOUNM3aumsa KOHEYHOCTH (3-4 AHS);
XONoA;
naBsLLne NOBA3KU;

npn macCcnMBHOM KPOBOU3JTMAHNN — CBOEBpPEMEHHAA aClrinpaunsd Kposu 13
CyCTaBa C nocJrieaywwmnm eeeageHmem B Hero rMoKOKOPTUKOCTEPONO0B
(FKC).

* [lokazaHuamu gns npoBegeHnA NnyHKUMNM CyCtaBa ABJTAKOTCA:

» HOMNEe3HEeHHOCTb CyCTaBa Npu OTCYTCTBMN peakunn Ha nepenneaHmne paktopa B Te4eHne
24 4Yacos;

* Yype3mepHad oornb, KOTOpad HE COOTBETCTBYET KITMHNYECKUM pe3yrbraTtam,
A0Ka3aTesibCTBO HEPBHO-COCYAUCTbIX UJTN KOXHbIX HapymeHMVl;

* [O0oKa3aTenbCTBO HEPBHO-COCYAMUCTLIX UM KOXHbIX HapYLLEHWN;
* Heobbl4yHas 6onb B cycTaBe UNu NOBbILLEHHAasi TeMnepaTtypa B ero oonacTu.



HecmonpeccuH (1-deamino-8-D-arginine vasopressin [DDAVP];
anaMmnHoOnaprmHMHBAa30MNPEeCCUH) — CAHTETUYECKUI aHanor Ba3onpeccuHa
(aHTUOMYypETUYECKOro ropMmoHa).

npenapatbl DDAVP, Octostim v gp.

[ecmonpeccnH obecneunBaeT HemeaneHHoe BbicBoboXaeHne dakrtopa Vi,
dakTopa Bunnebpanaa n aktneatopa nnasMmmHoreHa n3 geno (sHaoTenmnanbHbIX
KIETOK N TPOMBOOLMTOB).

[Mpenapat BBOOAT BHYTPUBEHHO, MOAKOXXHO UM MHTPaHa3asibHO C MOMOLLbIO
cneuuanbHOro gosartopa (aeTsaM pekoMeHOyeTca oaHa MepHas gosa — 150 MKTr).
NHy3unsa DDAVP B go3e 0,3 Mr/Kr macchl Tena B 50 M1 on3nonorm4eckoro pacteopa B
TeyeHne 30 MUH BbI3bIBAET MNOBbILLEHWE aKTUBHOCTM dpakTopa VIII B 2-6 pas, a dakTopa
BunnebpaHnaa — B 2 pasa. MakcumanbHbIn adhekT oTmevaeTcs 4Yepea 1-1,5 yaca.

[ToBTOPHOE BBEAEHMNE, MPOBOAMMOE PaHEE YEM YEPES 2 CYTOK, YKE HE AaeT TaKoro
adbdeKkTa n3-3a UCTOLLLEHNS 3anacoB aKTopoB B Aeno. Ecnu B TeveHme 3 OHEN
9dopeKT OTCYTCTBYET, NPOAOIKATb NeYeHme npenapatamMmu 3Tom rpynnbol
HeuenecoobpasHo.

lcnonb3oBaHWA ecMornpeccuHa JoCcTaTodHO A4S obecrneyeHms remocTasa npm
NpoBeaeHNM HEOBLLUNPHBIX XMPYPrMYecknx BMeLLaTenbCTB.

[emocTaTnyeckoro apdekrta HEBO3MOXHO 4OCTUYb, €CINU CaMbl BbICOKUW YPOBEHb
aKTUBHOCTWK (hpakTopa VIII B KpoBU HMXKE 10%; Takum obpasom, DDVAP 6ecnonesHo
NCMoSib30BaTb Npu TsXKenom dpopme remounnum n ero 4encTemne orpaHUYeHo rnpu
reMmodounun cpeaHen TAXKECTH.



| IpobpeTeHHaa naTonorma cBepTbiBaHUA
[emopparnyeckas 6onesHb

* Bnepsble onncana B 18827 Charfes Townsend

« Yepes 35 net oTkpbIT BUTaMnH K Henrik Dam

* ButamnH K — Heobxogmnmbin KodpakTop Ans
doakTopoB koarynauuu ll, VII, IX, X n ans
MHrIMobuTopos npotenHa C n npoTenHa S

* BHYTpMyTpOOHO NOAAEPKNBAETCA HN3KUI
ypoBeHb BUTaMuHa K, nocrne poxageHus -
BbICTPO NOBLILLIAETCA N AOCTUTAET YPOBHS
B3POCIbIX K 4 OHIO XXN3HW

* HegoctaTo4yHOCTb BUTamMuHa K obycnaenueaet
TEeHOEHLUM IO K KDOBOTEYEHUAM



e Tunbl 3a0oneBaHus

* Tpn dopMbl KPOBOTEYEHUIN BCIEOCTBUE
neduvumnta ButamuHa K

1. PaHHAa dopma. [logBneHne remopparnyeckmx
CUMNTOMOB B NepBbIe 24 Yaca Nocne poXaeHus.
BcTpeyvaeTtcs peagko, npu npnemMme maTtepbto
NleKapCTBEHHbIX NpenapaToB (kapbamasenuH,
doeHnTouH, bapbuTypaThbl, LedanoCnoOpuHbI,
pudamMnunumH, n3oHnasna, BapdapuH)

2. Knaccuyeckasn cpopma

* [emMopparmyeckmm cnHOpom pasBMBaeTCA Mexay 2 U
7 AHAMMU XKNU3HU Y HOBOPOXOEHHbIX HA rpyaAHOM
BCKapMnMBaHUW, UMEKLLNX HeadeKBaTHoOe
BCacCblBaHMe

« XXenyago4yHo-K1LLEeYHble KPOBOTEYEHUS, MYMNOYHbIE
KPOBOTEYEHUS, KPOBOTEYEHUS NOCNE LMPKYMLN3UN,

N3 MECT BEHEINYHKUNUN, BHYTPUYHEPETHbIE
NORAOIMRMAIMAKIAG




3. Mo3pgHAn popma
— OT 2 Hepgenb Ao 6 MecsaueB

— HepocTtatoyHoe noctynneHne sButamuHa K (HM3koe
coaepxaHue B rpyaHoOM MONOKe) Unn HeagekBaTtHoe
BCacblBaHMe (3aboneBaHnAa NeYeHU 1 XKeNYHbIX MyTEN)

— YacToTa B/4 KpoBOU3NUAHUK NpK no3gHen doopme 50%,
BblCOKas CMepPTHOCTb. Hallle BCcTpeyaeTcd y Mans4mKkoB, Yalle
neTom.

e InarHocTUKa
* YOnuUHEeHne npoTpoMONHOBOIro BPEMEHM

* CHMXeHne akTUBHOCTU BUTaMUH K-3aBUCUMBIX
doakTopoB Koarynauum

« HopmanbHbIM ypoBEHb PUBPUHOreHa, aHTUTPOMOUHA,
Opyrnx doakTopos Koarynauum, Konmdectsa
TpoMbOLUTOB

* YpoBeHb BUTaMunHa K aBngaerca qgonusnonornyecku
CHMXEHHbLIM Y HOBOPOXOEHHbIX

° ﬂ,VlaI'HO3 noaTrBepxXanaeTcd, Koraa rippmeHeHne

ButammHa K npmnBOAUT K NpeKpaweHUo KpoBoTeE4YEHNA U
ALICTDOMY cUumnvvadiity vhoeda INR



bore3Hb Bunnebpanga

Haunbonee pacnpocTpaHeHHasi HacneacTBeEHHAA Koaryronarus,
o0yCcnoBreHHasi CHMKEHNEM KOSNIMYeCTBa UM HapyLLUEHNEM
dyHKuMKn doaktopa BunnebpaHaa (VWF).

BB — dpeHOTUNMYECKN reTeporeHHasa KoaryrnonaTtus C
ayTOCOMHO-pPeLeCCUBHbLIM UMM ayTOCOMHO-OOMWUHAHTHbIM
TMNom HacriegoBaHus. CnHtes cdoaktopa Bunnebpanaa
perynnpyeTtcs ayToCOMHbIM reHOM, pacrnofioXXeHHbIM Ha 12
XpOMOCOME.

3aboneBaHne xapakTepmnsyeTcs LUMPOKUM KIUHUYECKUM
NoNMMMopdPn3MOM.

BB BcTpevaetca y 0,5-1% HaceneHus, pacnpocTpaHeHHOCTb
KNMMHNYeCKU 3HaYnMbIX chopm BB — 1-2 Ha 10 000 yenoBek;
BB 3 Tuna BcTpeyaeTtcs ¢ Yactoton 1:500 000 YenoBekK.
[TpnbnunauteneHo y 70% nauneHToB ¢ bB 3abonesaHne nmeer
rnerkoe KrmHMn4ecKkoe Te4eHme, y octanbHbIX HabsogatTcA
CpedHETaXenNble UNn TaXernble KNUMHNYeCKne nposiBrieHnd

ranannnarifuacirvorn CIAuinmonian



bornesHb vane6paHua

* bone3Hb POH
BunnebpaHpa
Ha3BaHa B
yecTb Adosibgha
Jpuka ¢hoH
BunnebpaHOoa,
dOUHCKOro neaunaTpa,
KOTOPLIN BNEpPBLIE
onucan aTo
3aboneBaHune B 1926

roay.




OyHKUMKM dpakTopa BunnebpaHaa

1.0nocpenoBaHue aare3mm TpoMboLMTOB K Konnareny

cybaHgoTenus (u arrperauumn) B yCIIOBUAX BbICOKOW
CKOPOCTU TOKa KpOBWU

2. CBasbiBaHue draktopa VIIl:

— 3awmTa oT npexgeBpemMeHHON NPOTEONUTNYECKON
MHaKTUBaLUK

— [locTaBka 1 co3gaHne BbICOKOW KOHLUEHTpaLUmn B
obnacTtun noBpexaeHus

AKmugHocmb rpornopuuoHasibHa MosieKyrspHou Macce
(4yem bornbwe pasmepbl MyribmumMepa, mem oH
aKmueHee).

CuHTe3npyeTca aHAOTENMMANbHbIMU KNETKaMU
(Tenbua Mannaau) n merakapuouuTamm



» ®akTop BunnebpaHHaa - 970 MyNbTUMEPHbIN
rMUKONPOTENH, KOTOPbIN HEODXOAUM
anga adeesuu mpomboyumos(npununaxme,
NpuKpenneHne TpomMoboLMNTOB K COCYANCTON

MecTo cBsasbiBaHus OVIII

CDYHKU.VWI DB:
1. Agresus Tpomﬁouuros
2 nepeHocun CDVIII

£ MecTo cBsi3biBaHUA TPOMBOLUTOB



dakTop BunnedbpaHpa

« ABnsieTcs cyobeanHuuen Vil gaktopa

— ['lpn ero gedpnuunTe passmBaeTca HapyLleHNE B
Koa2ynsiyuoHHOM 38eHe 2emMocmaa3sa (npu bB
MOXET CHMXaTbCcA dpakTop VIII cBA3bIBatoLLas
aKTUBHOCTb, NPpY 3TOM YKOpavnBaeTca nepunoa
nonysbiBeaeHna OVIII, CHUXKaeTcs ero akTMBHOCTb B

KpPOBM U MPOUCXOOUT HapYyLLUEeHWe npoLiecca
CBEPTbLIBAHUA KPOBN).

* Heobxogmm anga agre3avm TpomMooLNTOB

— [1pu ero gedununTte ctpagaetT cocyoucmo-
mpomboyumapHoe 38eHO 2emMocmas3sa, He
obpasyeTcs nepBnYHbIN TPOMD (HapyLLaeTcs

PUCTOMULIMH- KOAKTOpPHast akTUBHOCTb U KOmJiareH-
CRARRIRANDIIIAA AOKTURHOCTR)



MexgyHapoaHaa knaccudukauna bB

(2012 KomuTeT no Hayke un ctaHgapTtmaaumm (Scientific and Standardization
Committee — SSC) npn MexxgyHapogHom obLuecTse rno npobrnemam Tpombo3a u

remocTa3sa (International Society on Thrombosis and Haemostasis — ISTH)

 Tun 1 (55-70% Bcex cny4yaeB 3aboneBaHus) - 3TO
KOSINYECTBEHHOE HapyLLIEeHNe, He4OCTaTOuHbIN
ypoBeHb OB

 Tun 2 (20-30% Bcex cny4yaeB 3aboneBaHusl) - 3TO
KayeCTBEHHOe HapyLleHune, ypoBeHb dpakTopa
BunnebpaHga - HopmMmarsibHbIW, HO CTPYKTYpa

HapyLweHa. [1na guarHocTukn 1 knaccudgukauum nogtunos bB
2 TMNa NCNONb3YKT aHanns3 CTPYKTypbl MynsTumepoB vWF (C
NOMOLLILIO 3NeKTpodopesa B arapo3HOM resfie, B KOTOPOM MOXHO
BU3yanuanposaTtb MynsTUMepPbI). BoigensatoT 2A, 2B, 2M, 2N
TUMBI.

 Tun 3 (1-3%) obycnoBrieH HapyweHnem bmnocmnHtesa FW
N XapaktepusyeTtcsa npakTn4ecku nosiHbIM ero



* PaHee Bblgensnu TpomoounTapHbiu TMN (NceBgobonesHb oH
BunnebpaHga) - 3T0 ayTOCOMHO-AOMUHAHTHbIE MYyTaLUN FEHa,
KOOMPYHOLLEro AeaTernbHOCTb TPOMOOLMTAPHOro peuenTopa
doakTopa BunnebpaHaa.

* MyTauunsa npuBoanT K USMEHEHUIO y4acTKa rmmkonpoTtenga
TpomMoouunToB Ib/IX, KOTOPLIN CBA3LIBAET hakTop dPOH
BunnebpaHaa.

* YpOBHM aHTUTreHa pakTopa doH BunnebpaHga n daktopa Vil
HOopManbHbl. AKTUBHOCTb PUCTOLIETUHA U NOTEPS BOMbLLUNX
MyneTUMep BunnebpaHaa, genaet 3TOT TN NOXOXUM Ha Tvn 2B, HO
reHeTn4yecKoe TecTmpoBaHmne dpaktopa BunnebpaHga He oOHapYyXUT
HUKaKNX MyTaLuN.



KnnHunyeckne nposasneHna bB

MUKPOLMPKYNATOPHBLIN NN CMELLUaHHbIM TUM KPOBOTOYNBOCTU;

XapakTepHbl NEPBUYHbIE KPOBOTEYEHUS, HAYMHAKOLLMECH Cpa3y
nocne TpaBMbl;

KOXXHbIV remopparn4yeckmm CUHOAPOM: 3KXMMO3bI, NETEXUN;

KpoBoTeuyeHusi n3 TpaBMUPOBAHHbIX CITM3UCTbIX 000MOYEK,
ONUTENbHbIE KPOBOTEYEHUS U3 NTYHOK YAaNeHHbIX UMnn
BbiNaBLLNX 3y060B, peLnanBupyoLLMe HOCOBbIE KPOBOTEYEHUS;

MaTo4Hble KpoBOTEYEHUSA Y AE€BOYEK NOCcre Havyana
MeHCTpyauum;

MHTpa- 1 nocneonepaunoHHbIE KPOBOTEYEHUS;
>Kenynoo4yHo-KuLevHble KpoBOTEYEHUS,
KpoBoTeUYeHNA U3 MOYEBLIX NYTEWN.

B0O3MOXHbI KpOBOTEHEHUA N3 MECT WHBEKLIUNA N TEMaTOMBbI
MSTKMX TKaHeW nocrne Pa3JINYHbIX TPaBM



KnnHmnyeckume npogasneHna bB

* [1pyn BB 1 1 2 TNnoB npeobrnagaeT MUKPOLIMPKYIATOPHbLIN TUM
KPOBOTOYMBOCTU: 3KXMMO3bI, KPOBOTEYEHUS N3 CITU3UCTbIX
(OecHeBble, HOCOBbIE, JTYHOYKOBbLIE), MEHOpparuu,
KPOBOTEYEHUSA NMPpU NpoBeAEHNN XNPYPIrNYeCKUX
BMeLlaTeNbCTB 1 MHBA3UBHbIX ANAarHOCTUYECKMX nNpoueayp.

* [1pn Tnax bB, xapakTepunayoLwmnxcs BblpakKeHHbIM
CHWXeHnem ypoBHs FVIII (2A, 2N, 3), 4acTto HabnogaeTcs
CMeLLaHHbIN (MUKPOLUMPKYIATOPHO-reMaToMHbIN) TUM
remopparunyeckoro cuHapoma. bB 3 Tuna no ceomm
NPOSIBIIEHUAM CX0Xa C TshKernon dpopmomn remodounuum A BBuay
NoYTU NosiHoro otcyTcTeua vWF K, Kak criegcteue, FVIIL.

« XusHeyrpoxatowine KpoBoTeveHuss bonee xapakrepHol Ans bB

3 Tuna. K HUM oTHOCATCA:
— KPOBOTEYEHUA/KPOBOMIITNAHUA B LLEHTParbHY0 HeEpPBHYIO cuctemy (LUHC);
— KPOBOTEYEHUA/KPOBOUINUAHNA B XKenyOouHO-KnweYHbIn TpakT (XKKT);
— KPOBOTEYEHUA/KPOBOUSNMUAHNSA B LLEK/TOPSIO;
— 3abprolnMHHaga remaToma.



KnnHmnyeckume npoasneHna bB

e OOUNbHLIE HOCOBBLIE KPOBOTEYEHUA 5% — 60%

e [lecHeBble KpOBOTEYEHUSA 7% - 51%

e BbipaXXeHHbIN KOXHbIN reMOCUHAPOM 12% - 24%

(3KXMMO3bI, pexxe reMmaToMbl)

e KpoBoTeueHus nocne yganeHms sybos 1% - 13%

e KpoBOTEUYEHMA NOCNE TOH3UMAKTOMUN 2,4% - 11%

e [locnepoaoBble KPOBOTEYEHUA 6% - 23%

e MeHopparnn 23% - 44%

e [emapTpo3sbl ?

e BHyTpHnyepenHble KpOBOUITUAHUSA ?

e [locne- n HTpaonepaLnMoHHbIE KPOBOTEYEHUSA?
(criauo npogheccopa 1.B. CeupuHa)



INunarHoctuka bB
CeMenHbI aHaMHe3,

CMeLaHHbIN NN MUKPOLIMPKYNATOPHbLIN TUM
KPOBOTOYMBOCTH,

yBENUYEHNE BPEMEHMN KPOBOTEYEHMA.
QueHka chakmopa cboH BunnebpaHoa:

Konn4yecTBeHHoe cogepkaHne dpaktopa poH BunnebpaHga
(nccnenoBaHme PUCTOLIETUH-KOaKTOPHOW akTUBHOCTMW),

NHOYyUMpOBaHHasA PUCTOLLETUHOM arrfioTUHaUNS
TPOMOOLMTOB

aHTUreHHas CTpykTypa paktopa BunnebpaHga, cBA3aHHOIO C
dakTopom VI (VIII-cpB).

HopmanbHoe nnu cybHopmManbHOe KOfIMYeCcTBO TPOMOOLIUTOB;

HopmanbHasa nnu cybHopmarnbHas koarynsuud no tectam A4TB
nliTB;

YANMHEHWe BpeMEHU KanunisipHOro KpOBOTEYEHUS Npu
HOpMarbHOM UK CyOHOPManbHOM BPEMEHW CBEPTbIBAHUS;



JleyeHue bB

» [lecmonpeccuH

* B TAXenbIxX cnyyasax: KOHUEeHTpaT goakTopa
VIl B KOMMNiekce ¢ pakTopom OoH
BunnebpaHaa
— [lo TpeboBaHuto
— B npodumnaktnyeckom pexumme

* Hecneuyndunyeckaa tepanms
v [OnuymnHoH
v/ AHTUOUOPNHONUTUYECKME CpeaCcTBa
v/ MecTHble KpOBOOCTaHaBNMBaloLLMe cpeacTaa
v MexaHun4ecknm remocras



[ emMopparmyeckme amaTessl

Koarynonatum TpombouuTonaTum
TpombouuTONEeHUN
Ba3onatuu
[ emopparmnyeckue

reMmaromMme3eHXmmMalibHble AUCIJ1a3nu




TpomboOLMTONMEHUN U
TpoMboLuuTonaTmm

remopparunyeckme 3aboneBaHus
HacneagcTBEHHO-NMPUOBPETEHHOIO XapakTepa,
NaTodPU3N0NIOrM4eCckon OCHOBOW KOTOPbIX
SBMATCA KONMMYECTBEHHbIE U KAYECTBEHHbIE
HapyLweHns1 B TPOMOOLIMTApHOM 3BEHE USN UX
coyeTaHue ¢ AUCPYHKUNAMM B COCYANUCTOM U
KoarynsunoHHOM 3BEHbAX reMOCTa3a.
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TpombouuToneHmnn

* KONMWUYEeCTBO TPOMOOLMUTOB HMKe 150X10°/n

* MPaKTUYECKN 3HAYMMO CHUXKEHME Yncna
TPOMOOLIMTOB HUMKe 100x10°/n, a yrposa
Pa3BUTUSA CEPbE3HbIX reMopparnii BO3HUKaeT npu
X ypoBHE HMXe 30x107/n (Yncno ®paHka).

* ABMAOTCA AOCTAaTOYHO YaCTbIMU MPUYNHAMN
KpOBOTOYMBOCTM Y AeTeu (4,5-7,5 Ha 100 000
HaceneHus), U3 HUX 47% NPUXoanTCS Ha
MMMYHHYI TPOMOOLUMTONEHUIo (CTapoe
Ha3BaHWe — nanonaTrunyeckas
TpombouutToneHudeckasa nypnypa) (UTI1).



TpombouuToneHmnn

HacrneancrBeHHble

BPOXOEHHbIN a (rMno-) -
MerakapuoumTos (B coMeTaHuu
C nopokamu pa3BmnTna (TAR-
cuHgpom: TT1 + annasus
ny4yeBOW KOCTU + Aepuumnt
doakTopoB VIl n X) unu 6e3 Hux,

TpOMBOLMTONEHNA NPU
Hea(PJPEeKTNBHOM
TpomMboLUTONo33e
(MHrIMBUpoBaHue
TPOMOONO3TUHA),

Tpombouutonutndeckas Tl —
cuHgpombl bepHapa-Cynbe,
Mesa-XernuHa, «cepbix
TpobmounToB», BuckotTta-
Onppwuya, Mepdoun (coveTanme
TI v TpOoMOOLMTONATUN).

1.

[TpnobpeTeHHbIe

HegocTaTo4YHoe obpasoBaHue B KM
(nemnkosbl, nyyeBasi 0onesHsb,
rMnonsia3mm KOCTHOro Mo3ra,
oone3Hu Nowe, HumaHa—Iuka,
MyKononucaxapuaossbl),

yKOpodeHne NpoaomkUTeNbHOCTH
YXN3HW UMW NOBbILLEHHAA
arperaums u notpebnenme
TpoMOOLIMTOB NOA BIINSIHUEM
aHTUTPOMBOLMTAPHbIX aHTUTEN
(UTT1, npn BupycHom renatute B,
Cl1Ae, npn cncteMHbIX
BaCKynuTax)

NOBbILLEHHOE NOTPpebneHus B
Tpombax n arperarax KIeTok KpoBu
(ABC-cunapowme, 'YC, 6onesHb
MoLlukoBuua).



N —

TpombounToneHmnm

[lepBuUYHbIE

LTI (bonesHb Bepnbroda);
HacneaCTBEHHbIE

BPOXXAEHHbIN a (r'nno-) - MerakapnoumTos
(B codeTaHUM C nopokamm pas3sutua (TAR-
cuHgpom: TT1 + annasusa ny4yeBou KOCTU +
aeonunt daktopos VII 1 X) unm 6e3 Hux,

TpomMbounTONEHNS NpU
HeadhPEeKTUBHOM TPOMBOLMTONO33€E
(MHrMBbMpoBaHne TPOMOOMNOITUHA),

TpombounTonutuyeckas Tl —
cnHgpombl bepHapa-Cynbe, Mes-
XernuHa, «cepblx TPOMOOLMTOBY,
BuckotTta-Ongpuya, Mepdw.

N3OUMMYHHbIE

BpOXOdeHHaAaA — npm HeCoBMeCTUMOCTHU
nJsoaa n martepu no TpOM6OLI,I/ITaprIM
dHTUreHaw,

NocTTpaHCcdy3noHHas — nocrie
nepenneaHnin KPOBU U TPOMOOLUTHOW
Macchbl;

BPOXAEHHAaA TPaHCUMMYHHas
(TpaH3nTOpHast TPOMBOLUMTONEHNS

HOBOPOXOEHHbIX OT MaTepen, 6ONbHbIX
NTTI1, cuctemMHoOn KpacHOW BOMYaHKOM).

2.

BTopu4Hble

HegocTartoyHoe obpasoBaHue B KM
(nenkoa3bl, Ny4yeBasi 6onesHb, rmnonnasuns
KOCTHOro moasra, 6onesHu lowe, Humana—
[Mnka, mykononmcaxapugosbl),

YKOPOYEeHME NPOAOIKUTENBbHOCTU XKU3HU
NV NOBbILLIEHHAA arperaums n
norpebneHne TpoMOoLIMTOB NOo4 BANAHUEM

aHTUTPOMOOLIMTAPHbLIX aHTUTEN (NPU
BupycHom renatute B, Cl1A[e, npu
cnctemMHbix Backynutax, CKB, B ocTpbIn
nepmoa MHPEKUMOHHbIX 3aboneBaHnn -
0COBEHHO 4YacTo Npu NepuHaTarnbHbIX
BUPYCHbIX MHGEKUUSX, ODONE3HSX,
COMpPOBOXAAKLLMXCA CnieHoOMeranuen n
rmnepcnineHn3mMom )

NOBbILLEHHOE NoTPebneHnsa B TpoMmbax u
arperarax knetok kposu (ABC-cuHgpom,
['YC, 6onesHb MowkoBuua, BPOXAEHHbIX
aHOManusax cocyaos - reMmaHrmomax).




UMmMmyHHaa TpombouutToneHusa (UTI) -
bone3Hb Bepnbrodga

3aborneBaHune, xapaKkTepusyrLleecs
CKITOHHOCTbIO K KDOBOTOUMBOCTMN,
00OyCrioBNeEHHOM TPOMOOLINTONMEHNEN
(CHMXKEeHneM cogepkaHnst TPOMOOLIMTOB B
KpOBU HWMKe 100x10°/1) npn HopMarbHOM
NN yBeNMYeHHOM KOnmn4ecTBe
MErakapuoLmnToB B KpaCHOM KOCTHOM MO3re.



[lepBUYHaAA MMMYHHas
TpombouuToneHmnsa (ngmonarnyeckas

TpomMmbouuToneHndeckas nypnypa) (LTM)
* AyTOMMMYHHOEe 3aboneBaHue,

o0OyCroBreHHoe BbIpabOTKOU aHTUTEN K
CTPYKTYypamMm mMemMbpaHbl TPOMOOLINTOB U NX
npeaLecTBEHHUKOB - MErakapuouunToB
(MKLl), 4TO BbI3bIBAET HE TOMbLKO
NOBbLILLUEHHYIO AECTPYKLNIO TPOMDOOLMTOB, HO
N HeadeKBaTHbIM TPOMOOLIUTOMO33,
XapakTepusyrLmnmnca n3onmpoBaHHOU
TpomobounToneHnemn Hmxe 100x10°/n u
Hann4nem/oTCyTCTBMEM reMopparm4eckoro
CUHOpPOMA Pa3fIMYHOUN CTENEHU



dTnonorusa:

BUPYCHas, pexe - baktepmanbHasa MHEKUNU, BOSHUKHOBEHNE OBLIYHO Yepes
2-3 Helenu rnocrie Hadana oCTPbIX pecnupaTopHbIX 3aboneBaHumn, KpacHyXu,
BETPSAHOM OCMbl, KOPU, pexe rpurna n ageHoBUPYCHOW MHJOEKLNM,
NH(PEKLUMOHHOIO MOHOHYKNE0o3a

npodounaktnyeckme npusmekn ( AKAC, nonnommennTtHasi, KopeBasi BakLUHbI)
BBeEHME raMMma—rnobynuHa
ncuxmdeckmne n pumsndeckme TpaBmMbl

Npuvem nekapcTB (canuuunaTtos, aHTUOMOTUKOB, CynbdaHnnamMmaos,
aurokcuHa, NACK, conen 3omnoTta, rmnotnasnaa)

OCODEHHOCTN PeakTUBHOCTU
HacrneacTBeHHasi NpeapacnonoXeHHOCTb

NaToreHes:

CpbIB MMMYHOMNOIMY€CKOM TONEPaHTPHOCTU, MPOAYKLUUS ayTOaHTUTEN
NMPOTUB Y3KOro cnekTpa rMmmkonpoTeMHOB NOBEPXHOCTU TPOMOOLMTOB U
MerakapuoLMTOB.

[ToBbILLEHHOE pa3pyLUEHNE HArPY>KEHHHbIX ayToaHTUTENaMu
TpomboumnToB krnetkamm CMo

CHwKeHune NPOoAOITXNTESNTIbHOCTN XXKU3HU TpOM60LI,I/ITOB A0 HECKOJIbKNX
YaCoB N JaxXe MUHYT.

JInbo cHmxeHne NpoayKuum TPOMOOLIMTOB (XapaKkTepPHO NPUMEPHO
ansa 40% B3pocrbiX 60sbHbIX XpoHndeckon UTT)



JmuoJiocusi U namoeeHe3
TIi

Sl DRI EEER MNepeoxnaxpaeHnsa | Onepauun
WNU BUPYCHas lMpocpunakTnyiec nc :MHcon):ﬂMM Tp:B:bl " || H. pylori
UH KLU Kune "p%
\ NMoctynneHue Al B
OpraHN3M_Egs.—
OcepnaHue Al Ha
UMMYHHbIN |
oTBeT Peakuus Ar-AT Ha
— IgG NOBEPXHOCTU TPOMOGOLIUTOB
Pa3pyweHue TpoMmooUnNTOB B
ceJie3eHkKe
o> -
TpombGouuToneHums CHuXeHue CHuMXeHune HeBO3MOXHOCTb
| aHrmotpodnyeckou KOHLEeHTpauuu peTpakuuu

q:)yHKU,VIVI Tp0M6OLW|TOB CepoTOHUHa B KPOBAHOIO CryctBKa

eTeXnasiibHO-NMATHUNCTbIN (CUHAYKOBbLIN) TUN KPOBOTOYNBOCTU




RITMHUKaA V1 11 |

« TpombouuToneHus meHee 100x10°/m

« [emopparmyeckum cuHOpPoOM (netexmarnbHO-NATHUCTbIN
(MUKPOUUPKYNMATOPHBLIN) TUMN KPOBOTOYNBOCTH)

— BbloensoT «Cyxyto» 1 «BRaXKHY0» Nyprnypsbl.
XapakTepHble YepTbl reMopparm4eckoro CUHApoma:

1) cmrOHMaHHOCMb BO3HUKHOBEHUS, npenmyecTBeHHO Nno Ho4am, "
HeEaOJEeKBATHOCTb X CTENneHn BHeELWHENTo BO34eNCTBUA (I'Ipl/l Tpaamax);

2) nonumopghHOCMb (HapAay C NOAKOXHLIMU KPOBOU3NUSHUAMN PA3HOM
BETMYMHBI — 3KXMMO3aMN — UMEKTCA MENKOTOYEYHbIE — MNETEXUN);

3) nosuxpoMHoCcmb(Kak NpaBuno, oAHOBPEeMEHHO OOHapyXMBaloTCs Ha
KOXKe remopparim pasHom oKpacku — OT KpacHOBaTO-CMHEBATbIX A0

3eNneHbIX N XeNnTbIX);

4) Hecummempu4YHocmsb. «13nt0ONeHHON» NoKanmM3aymm KOXKHOro
remopparm4eckoro CMHgpoma Her.

 KpoBoTeuyeHus: HOCOBbIE, Xenyaqo4YyHO-K1LleYHble (MerneHa),
KpOBOTEYEHUNA N3 OeCeH, reMaTypus, KPOBOTEYEHUSA U3 JTYHKA
yaarieHHoro 3yba 1 nocne apyrux «Manbix» XMpyprumieckmnx
BMeLLAaTenNbCTB. Y AeBOYEK — MEHO- U METPOpparuu.

 KpoBousnusaHusa BoO BHYTPEHHME OpraHbl: B CETYATKY rnas,
CTEKNOBMAHOE Teno, NOOXKENyOo4YHYI0 Xenesy, ANYHUKN, BHYTPEeHHee
YXO N Op. KPOBOU3NMUAHNE B MO3T(1—3%).



PopMbl UMMYHHON TPOMOOLIMTONEHUM
(UTTT)

 BnepsBble BbiaBneHHada UTT (paHee
npuMeHsanca TepmMmuH octpasa UTIT) -
ONUTENBLHOCTb HE boriee 3 Mec. OT MOMEHTA
yCTaHOBMEHUA AnarHoaa

e 3aTsxkKHaa unu nepcuctupyrowasa UTI -
ONNTENbHOCTbL 3-12 Mec.

 XpoHunyeckasn — bonee 12 mec (10-15% neten)



PdaKTOpPbl pUCKa XPOHNYECKOTO TEYEHUH
NTTT

1. ANUTENbHOCTb TPOMOOLUMTONEHUN > 2-4
Hea. OT MOMEHTa AMarHOCTUKU

« 2. Tp. >50000/MKn
* 3 XKEHCKUWN NOon
* 4, BO3pacT >10 ner



[Mepuoabl TPOMOOLMTONEHUYECKON
nypnypbl

eMoppazuyeckul Kpu3 XxapakTepunsyeTcs
BblpaXX€HHbIM CUHAPOMOM KPOBOTOYMBOCTM,
3Ha4YUTENBbHBIMU N3MEHEHNAMMN NabopaTOPHbIX
rnokasarenemw.

KnuHu4yeckasi pemuccus. Vicuesaert
remopparm4yeckmum CMHOPOM, COKpallaeTca BpemMs
KPpOBOTEYEHUSA, YMEHbLUAKOTCHA BTOPUYHbIE
N3MEHEHUNS B CBEPTLIBAKOLLEN CUCTEME KPOBU, HO
TPOMOOLINTONEHUA COXPaHAETCH.

KnuHuko-eemamoJsio2u4yeckasi peMmuccusi.
OTCcyTCTBME KPOBOTOUMBOCTU N HOPManm3auyms
nabopaTopHbIX NOKa3aTeneu.



NunarHoctuka UTT1
KnuHu4yeckue kpumepuu:

« [eMmopparmn Ha Koxe 1 Crin3ncTtbix obonoykax (oT
neTexXmn 0o KPYynHbIX 3KXMMO30B)

« KpoBOTEYEHNSA N3 CIU3UCTLIX 060T0YEK HOCAa,
OECeH, MaTKu 1 ap.

 [NonoxnTtenbHble aHAOTENMAaNbHbIE MPODbLI (KryTa,
LLIMMNKA, MONOTOYKOBAs, YKONOYHas)

JlabopamopHbIe Kpumepuu:

* TpoMOOUMTONEHMUS

* YBenuyeHne BpeEMeEHU KPOBOTEYEHUS

* CHWXEHMe cTeneHn peTpakLmm KPOBSAHOIO CrycTKa

* B KKM HopmanbHOe nnu noBbiLLEHHOE
cogeprxaHne MmerakapuoLnTos.




[NunarHoctuka NI

N3o0nmnMpoBaHHasi TpombouuToneHmns meHee 100 x 10°/n kak
MWUHUMYM B [BYX rnocriegoBaTenbHbIX aHanmsax KpoBu;

OTCYTCTBME MOPAONIOrMYECKUX U PYHKLUMOHANbHBIX aHOManum
TpoMbouuTOoB (TpoMbouuTonaTumn);

OTCYTCTBME NaToniornm NMmMdOoLUUTOB, rPaHyNOLUTOB U
SPUTPOLUTOB;

HopMarbHble nokasaTenu reMornobuHa, 3pUTPoOLINTOB U
PETUKYNOLINTOB, eCN He ObINO CYLLIECTBEHHOM KPOBOMNOTEPY;

NoBbILLEHHOE nnNu HopmMmarnsHoe konndectso MKL B
Munenorpamme;

HOpMarbHble pa3Mepbl CENEe3eHKN;

OTCYTCTBUE OPYruX NaToNorm4eCcknx COCTOSIHUMN, BbI3blBAKOLLMX
TPOMOOLIUTOMNEHMUIO;

Hanmune TpomooLuMTacCOLUUNPOBAHHBIX @aHTUTEN B BbICOKOM
TUTPE (HopMarsibHbIU TUTP He ucknodaet UNTT).



» [1ng anarHoctukn NTTI1 Heobxogmmo
npoBeaeHne KOMMIEKCHOro
obcnegoBaHUSA, CKHOYAaoLWEro
3aboneBaHns U COCTOSAHUA UMMYHHOW U
HEMMMYHHOW NpUpoAabl, NpoTeKkatroLme
TPOMOOLIMTONEHNEWN.



NabopaTtopHaa gnarHoctuka ATIT u

andpdepeHUnansHbIM AnarHos
ObsA3aTernbHbIe TECThI

* OAK+ peTukynoumtbl + nogcyeT TPOMBOLIMTOB MO

doHno, mopdonorna TPoMOOLINTOB
Ma3sok nepugepmnyeckomn KpoBu
buoxnmmnyeckmm aHanms Kposu

Koarynorpamma, arperauns Tpomooumntos ¢ AP,
KonnareHom, pUcToMMLIMHOM, agpeHaniMHoOM ,
donbpunHonuns, aHTUTPOMOUH I, D-gnumep

B4, Bupycokl renatutoB B v C, Helicobacter pilori,
[epnec-Bupycobl (aHTUTENa u NUP)

iccnenoBaHme KOCTHOIMO Mo3ara
[Tpsamas npoba Kymbca
Mapkepbl TpoMOOUNNKU



ObcnepoBaHue npu UTIT
(AndpdpepeHUnanbHbIU AnarHo3s)

* Y3 nvnn KT opraHoB BptoLLIHOM NOSIOCTU U
3a0pHOLLIMHHOIO NMPOCTPaHCTBa

* PetreHorpadusa nnm KT opraHoB rpyaHoOU
KINEeTKU

« ObcnenoBaHue Ong UCKMHYEHUS
OHKOnorn4deckmx sadbonesaHumn



NabopaTtopHaa gnarHoctuka ATIT w
onggepeHUunanbHbIn AnarHos
nOTeHLI,VIaanO NnoJyie3Hbié TeCThbl

* AHTUTENa K rMMKonpoTenHam
(TPoMboumTaccoLMnpoBaHHbIE)

* AHTUHYKNeapHbIN PaKkTop
* AHTUTENa K HatuBHoU (aBycnupansHou) OHK
* BonyaHoYHbIN aHTUKOATryNAHT

 AHTUTEeNna K Kapaunonumnuuy (1gG v IgM) n gpyrmm
docdonmnuaam

* AHTUTeNa K beTta-2-rnmukonpoTtenny 1 (I1gG u IgM)

 AHTUTENa K TI'O 1 ropMoHbI LLIUTOBNOHOW
\NVATIAQAL



OnddepeHumnanbHan
AnarHocTuKa:

OCTPbIN NNEUKOS,

rMnNo- Nin amna3nd KpaCHOIro KOCTHOIo
MO3l4q,

CUCTEMHAasa KpacHasa BON4YaHkKa,
TpomMmbouuTonaTun.



J I TVl VIR I IUPDDIU D71 IV T IV

AT

* BnepBkle BbigBNeHHaa doopma — nNpwu
MWHMManbLHOM remopparm4yeckom cMHOpoMe
NN ero oTCYyTCTBUN, OTCYTCTBUMN
KPOBOTEYEHUN CO CIMN3UCTbLIX U YPOBHE
TpOoMOOLUMTOB HE MeHee 30 X 10°/n —
BblKnaartenbHas TakTuka 6e3 npMMmeHeHns
crneymngunyeckon Tepanun.
CumMnTomaTuyeckasn tepanus (3ncunoH-
aMWHOKOMPOHOBa4A K-Ta, AULIMHOH,
aTamaunart, np-Tel Ca)



EctecTtBeHHOEe TedeHne NTI

* Y 70-75% peteun c Bnepsble BbigBneHHon UTI T
KONMMYeCTBO TPOMOOLINTOB BOCCTaHABIIMBAETCH
00 HOpMarbHbIX LNMP B TEYEHME 6 MeC
He3aBMUCUMO OT crneundonyeckoro neyvyeHusa (y
OOMbLUMHCTBA — B TEYEHME 2 MEC)

* [1pn OTCYTCTBUM YIPO3bl TAXKENbIX
KPpOBOTEYEHUWU NPUMEHSAETCS BblXKUaaTeNbHas
TakTukKa

* TaxkecTb VTT1 oueHMBalOT NO Bbipa>XeHHOCTU
remopparn4yeckoro cuHgpoma



JITHOTINVIC DIICYDDIC DDIADJITHANUVI VIT ]

_ (npogomxeHnne)
« [emopparnyeckuim cMHOPOM 1 TPOMOOLMTONEHUS

MeHee 30-50 x 10°/n unn TpomboumnToneHnsa meHee 20 X
10°/n 6e3 remopparn4eckoro cuHapoma

 Cneundouyeckasa Tepanus.

* 1. BBUI (kypcoBaga goosa) — 1000mr/kr/kypc
OAQHOKpaTHO unn 2000 Mr/Kr/Kypc B Te4yeHue 2-5 aHeun
2. KopTukoctepouabil

- [lpeaHn30onoH 1-2 Mr/Kkr/cyTkn 2-3 Hegenu c
nocneayoLwmm nocTeneHHbIM CHMXXEHNEM

- [NpeaHn30noH nnn MeTUNNPEaHU30noH 4-5 Mr/kr/c 4-7
OHEN ¢ ObICTPOWU OTMEHOMW.

- MetunnpegHu3onoH napeHTepansHo 20-30 Mr/kr 1 p.s
O€eHb, 3 OHSA



IleyeHune nepcuctupytoen n xpoHmdeckom ATI1

 Llenb — npegynpexaeHne v nevyeHne KpoBOTOUYNBOCTH

* Bblcokne go3sbl metunnpegHusosnoHa B/B 30 Mr/Kr X 3 AHA, Oanee
20 MI/Kr X 4 QHA Ny gekcameTtasoH 28 mr/m? X 4 aHA. N30eraTb
onutenbHbIX Kypcos ['KC.

 BBUI'
* AHTU-L-MMMYHHOIIO00YNNH
* Putykcumab

« CnneHakTOMUA (HE paHee 12 MecC OT YCTaHOBMIEHNS AMarHosa, y
OEeTen cTapLue 6 nerT)

* AroHmcTbl peuentopa TpoMbonoaTnHa (MUMETUKN
TPOMBOOMO3TMHA): POMUMNIOCTUM («OHMNAINT» AMIXKEH) U
antTpombonar («Pesonena», Mmakco Cmnt KnsinH)

* LlnToctatuku: asatuonpuH, LMKNOCNOpPuH A, umknodgocdammi,
BUHKPUCTUH



LDUOSIVIVU/NMDICT VIVLDAULODI VI 1 VI VIA

XapakTepucTuka
HaumeHoBaHue YacToTa Kputepuu n OpuneHTpoBOYHOE
ucxopa pa3BUTUA, | MPU3HaKN BpeMs 4OCTUXEHUS
% ucxopa
BbizgooposneHue 85-90 OtcyTcTBME B TeyeHne goByx
KIMNHNYECKNX MecsiLeB OT
NPOSIBNEHUN, YyCTaHOBJIEHUA
CTOMKad Bnepsble
HOpManusauyms BbisiBNeHHon UTT1
yucna TpomboumnToB 0o 12 mecsueB
Passutue 10-15 [emopparmnyeckum 3aboneBaHue,
XPOHUYECKOM CUHOPOM pasnuUyHom andaweecs donee 12
NTT CTENEeHU TSXKECTMN, MecsiLiEB
COXpaHsaLaacs
TpoMbouuToneHns
JleTanbHbIN 0,1 HactynneHue cmeptn B Ha nobom atane ot
ncxon pesynbraTe MOMEHTa BnepBsble
remopparm4eckoro BbISIBIIEHHOIO

cuHgpoma 3aboneBaHusa



[ emMopparmyeckme amaTessl

Koarynonatuu TpombounTonatTnm
TpombouuToneHnn
Ba3zonatuu
[ emopparmnyeckue

reMmaromMme3eHXmmMalibHble AUCIJ1a3nu




Ba3zonatum

HacnencTteeHHble [TpnobpeTeHHbIE
CobcTBEHHO remMopparm4eckme 1. FeMopparuueckuiin n gpyrue
aHrmogmcnnasum (TeneaHrnakTasmg - BMIbI annepruyeckux
6onesHb Panaro-Ocnepa, BacKynmToB
Te”eaHr”?.lKTaTgNeCKaﬂ arakcus - 2. CyMNTOMaTHyYecKMe BaCKynuTbl
cnHapom Jlyn-bap n Ap.). Npw KonnareHosax
[eMaHrnomsl, npoTekatoLine ¢ MeONKaMEHTO3HbIX U NULLEBBLIX
TpoMboLUTapHbIMK U anneprosax

KOArynsUMOHHbLIMI HapyLLEHUAMN o
(cuHpgpom Kazabaxa-Mepputra, '

MWUKpOaHrMomartosbl 1 gp.). A r
POpPMbI C HacNEeACTBEHHO : NNOBUTAaMUHO3HbIE Ba3onaTumn —

HEMOSHOLIEHHOCTbIO nedpnuntel BUTamuHos C, P n

coeAVHUTENbLHOW TKaHU, 4acTo Ap-
coyeTarLumecs

TpombounTonaTnamu, 4edonUnNToMm

drakTopa BunnebpaHga v ap.

(cuHapombl Anepca-daHno,

MapdbaHa n gp.) - o0 beaNHEHHbIE B

rpynny remopparnyeckume

Me3eHXMMarnbHble gucnnasum

(bapkaraH, 1988).

NHMEeKUMOHHbIE N TOKCUYECKNe
Basonatum



[ emopparn4eckmm BacKynmT
IQFB

I'emopparnyecku BacrRyJauT (00J1e3Hb Illenyenna -
I'eHoxa, reMopparuyecKuii MUKpPOTPOMOOBACKYJIUT,
KANWLJISAPOTOKCUKO3, aJUIepruyeckas nypnypa,
Aa0IOMMHAJIbHAA NMYPIYyPa, KAMWLJIAPONATHYECKAas
nypnypa)

97T0 00JIE3HB U3 TPYIIITEI FEMOPPArn4eCKUX UaTe30B,
B OCHOBE KOTOPOU JICKHUT aCEIITUUECKOE MOBPEKICHUE
SHAOTENUSA MUKPOCOCYI0B IUPKYIUPYIOLIUMUA
UMMYHHBIMU KOMILJIEKCAMHU, POSABIISAFOIIEECS
pacrpoCTpaHEeHHBIM MUKPOTPOMOO30M, I'eMOpparusMu,
PACCTPOMCTBAMU MUKPOIIUPKYIISALINM.

JlanHHas maToJIoruga pasoupaercs Ha
3aHATHH «CHCTEeMHbIE€ BACKYJIUTBI»



» IndbdpepeHumanbHbIU AnarHo3
remopparmM4eckoro cuHgpoma: CUHAPOM
XKECTOKOro obpatleHumsi c pebeHKom
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Hacunue Haa oeTbMu

« HacTtoTta cnyyaeB Hacunua Hag OeTbMun B
LLiBeunn — 2%, PuHNaHanm — 7,7%,
[epmaHnm — 10-15%

 CLLUA 1999 .- 1100 cny4yae cMepTn OeTen

B pe3ynbrate Hacunumga, us nx 42% rpyaHble
0etu



[1aHHblE, KOTOPbIE MOIYT YCTAHOBUTL
Hecny4YanHbIN XapakTep TpaBMbl

[1aHHbIe 06 0bCcTOATENBCTBAX MNOSIBIIEHNE MPU3HAKOB
HEMNOoJIHbIE, HEYETKME, MPOTUBOPEYNBLIE

Bbipa)keHHble N3MeHeHUs, B KOTOPbIX 06BUHAETCHA cam
pebeHOK unn apyrme getTu

3anosganoe obpalleHmne K Bpady
Co4yeTaHHble NBMEHEHUS

PeunamnBbl HEACHOIO reHe3a

UHacTaa cmeHa nevallero Bpada Bpada



[emaToOMbl — caMble YacTble CUMNTOMBI
Hacunua Hag oeTbMU

* [lpu3sHakm Hacunua:

- MHO>KECTBEHHbIE TEMAaTOMBDI
«MNoA03pPUNTEJIbHbIX YHaCTKaX»

- KOHQUrypaumnda remaTom
- NeTXnanbHble KPOBOUINMNUAHUSA



KoHMurypaumna remaTtom

« XapakTepHble cneabl YKyCoB

« Criedbl 3axBaTa Unn oTne4yaTku
nanbueB

* VIHorga otne4yartky KonbLa

* DUrypHble reMaToOMbl OT MPSHKKU
DEMHS, Nanku



PacnpeneneHne remaTtom

* Hecny4danHbIn XapaKkTep:rpyaHasa KneTtka,
CMMHa, Arogunubl, reHUTanuu, LWew,
3aTblfKa, BEHTpanbHasa YacTb npeanneynn
— 3almTa oT ygapos, 0bnactb Nonarok,
CUMMETPUYHbIE reMaTOMbI NieYen u
KUCTEN

* He BbI3bIBAET COMHEHUI (ecnn pebeHoe
XxoauT): obnacTb nda, nogdbopoaka, HOCa,
benep, Tasa, BHYyTPEHHUE MOBEPXHOCTU
NTOOOHEN, FONeHU







