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.. CUCTEMA TEMOCTA3Y

" OionoriyHa cuctemMa B opraHismi,

__ (pyHKUiA Kol nonsrae B
*30epeXXeHHI PiaKoOro ctaHy Kposi,
*3YMMHLI KPOBOTEY MNPU MOLLKOOXKEHHAX
CTIHOK CYOWH |

—=*DO34YMHEHHI TPOMDIB, SIKi BUKOHAIIN CBOIO

— doyHKLIHO




T’EMOCTAS

(rpey. haima KpoB,

stasis 3ynuHkKa)

npoLec 3ynuHKW
KpoBOTeul




3ropTaHHS KPOBi - CKnagHun GionoriyHun npouec
YTBOPEHHSA B KPOBI HUTOK Oinka c¢iopuHy, wo
YTBOPKOKTb TPOMOM, B pe3ynbTaTi 4Horo Kpos
BTpaYa€ MNJIMHHICTb, HAOyBalO4n TBOPOXUCTY
KOHCUCTEHUI.
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w== PaKTOPU 3ropTaHHA
KpOBI:
enpocdepmMeHTH,
NepeTBOPHOOTLCS
——11CJ19 aKTUBaLl B
NPOTEONITUYHI
doepMeHTH;
*0iNKn, HeobXiaHI ons
doikcauil Ha
we MEMOpaHax |
B3aemMoail Mi>k coboto

N pEPMEHTHUX
doaKkTopiB.

segodnya, La=Dnovostey, con




TPpOMOOTUYHUN CUHOPOM

(cuH.: TpoMbOdiniil; Big rpeubk. trombos - KOM, 3ropTok,
phileo - no6n10)

eMaToNoriYHMM CTaH, XapakKTepn3y€eTbCH
HaaMIpPHOK Koarynsiuuen OInkKiB KpoBi |
TPOMOOYTBOPEHHSAM,

e BeAe A0 ilweMmil TKaHUH | opraHiB.




[emopariyHi cuHOpPOMM

wwss  (cuH.: remopariyHi giaTte3un Big rpeubk. diathesis - CXUNbHICTB)

~£rnaTonorivyHi cTaHu

e XapakTtepusyrTbcq aedeKkramm CTIHOK CyaAUH
| rinokoarynauicto OINKiB nNra3mun KpoBsi,

- 00yMOBNIOIOTbL NOBTOPHI KpoBOTEMi |

»KpPOBOBUIMBM.




lemoqpinisi.

ogHe 3 BaXKMX TeHEeTUYHUX 3aXBOPHOBaAHb,
BUKNMKaAHEe BPOMOXKEHOK BIOCYTHICTIO B KPOBI
doakTopiB 3roptaHHa VIl i IX,
CYNPOBOAXYETLCA YaCTUMMN KPOBOBUNMBAMU B
M'AKi TKAHUHW, CYrnobun i BHYTPILLUHI OpraHu.
Onuncana B 1803 pouj

YacTi IHBanigHICTb | HeNpaLue3aaTHICTb XBOPUX




» Ffemodinisl - 3aMiHW ogHoro Femodinis B:

I BUKJITMKaHa Ll,ereKTHI/IM
s FEHA B XPOMOCOMI X bBKTOPOM KpOBI IX

peLecnBHa myTauia B X-
— Femodpinia A: XPOMOCOM
1 peuecrBHa MyTauis "XBopoba Kpictmac'
==n BVKIMKaHa rEHETUYHIM NOPYLUCHHA YTBOPERHA
" nedekToM - BiACcyTHiCTIo B o r RIS
KpOBi HEODXIAHOro BiNka  gigpisHaeTbes Big A i B.
doakTtopa VI - e .
(aHTUreMounNbLHOro
rmooyniny)
—a «Knacu4iHa»
1 ¥ 80-85% xBopux Ha
" remodoinito
» B CLUA 3ycTpivaeTtbca y 25
=== 3 100 000 vonosBIKiB




Femodbinina C:

* ayTOCOMHO peuecuMBHa MmyTauis

e nechektHuU cpaktTop Kposi Xl

e BiAfOMa B OCHOBHOMY Y €BpeIB-
alukeHasli

°y reTepo3uUroT KpoBoTeui
He3HauvHi

*y romMo3uroT 3 aeiuuTom
¢dakTopa Xl ycknagHeHb,
NnoB'A3aHUX 3 KpOBOTEYEH,
Mano

° [Ipy TpaBMi He BUKITHOYEHO
CUNbHa KpoBoOTe4a 3
cpopmMmyBaHHAM remMapTpo3a i
reMmaTomMmmu




f[emodbinia A:

- YCNagKoBYETLCA 34enfeHo 3 X-XPOMOCOMOIO.
- Y XBOpUX 3 piBHEM aKTUBHOCTI doakTopa VIl meHwe
1% cnocTtepiratoTbCs CNOHTaHHI KPOBOBUINBU B
cyrnobu (remapTpo3s) i M'a3un (remaTtomm)

- MOCTTPaBMaTN4Hi abo NoB'sa3aHi 3 XipypriYHUM
BTPY4YaHHSIM KPOBOTEYi HEDE3MEYHI, CNOCTEpPIraloTbCH
npu piBHi VIl pakTopa - 5-20%.

- peunamuBHi cybnepioctanbHi KPOBOBUMUBU €
NPUYNHOIO PO3BUTKY AECTPYKLUII KICTOK, NATOMOMNYHUX
nepenomiB.

JlabopaTopHa diarHocTuKa:

- 30iNbLUEHO YaCcTKOBUN TPOMDOMNIacTUHOBUIN Yac

- HopmarnbHe NpoTpOMOIHOBMW Yac | Yac KPOBOTEM
- AkTuBHIcTb PVIII B nnasmi sHmxkeHa abo BiaCcyTHS.
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—BigLLUKOAYBaHHSA HecTadi nrasmMoBoro goakrtopa koHueHTtpatom PV

abo BBeEHHA JECMOMNPECUHY, AKMI MOXe 30inbLUyBaTn pPiBEHb
doaktopa VIl i paktopa BinnebpaHga (1977 p)

-YHUKATU TpaBM 3 PaHHbOro AUTUHCTBA (0OKNagaTu NiXKevko
nogyLkamu, He gaBaTu irpallok 3 FOCTPUMN KyTaMu);
-perynsapHo nposoauTn NpoinakTuyHy caHauito 3y0iB;
-nepen xipypriyHMm BTpyvYaHHAM - iHQY3ito PVIII,
-aHTUIOPUHONITUYHI NpenapaTu
-reHHa IHXeHepis.

JIIKYBAHHA




femodpinia B
- TAaKOXX BUHMKaKOTb KpoBOTeui (reMmapTpo3, reMaToMm),
- yacToTa IX B 5 pa3iB HMXx4e, HiX npu gediunTi cpakTopa
Vil
JlabopaTopHa AiarHOCTUKaA:
- 30iNbLIEHO YaCTKOBUU TPOMOONNAaCTUHOBUM Hac
- yac KpoBoTeuyi i NpOoTPOMOiIHY 4Yac He 3MiHeHi
- aKTUBHICTb (pakTopa IX 3HMxKeHa abo BIACYTHSA
- MOXe cuHTe3yBaTucAa HedpyHKUioHanbHUN hakTop IX abo
OyTu BiACYTHIM NOro CUHTES.
JlikyBaHHSA:
- 3aMiCHa Tepanis
- MPY BEJIUKUX KpoBOTeYax BBeAEeHHS KOHLUEeHTpaTy
dakTopa IX
- NP HEBENUKUX KPOBOTeYax - CBhKO3aMoOpoXeHa nna3ma.




f'emodpinisa C

JlabopaTopHa AiarHOCTUKA:

- 30iNbLIEHO YaCTKOBUM TPOMOOMNIIaCTUHOBUM 4ac;
- HOPMaNbLHUU NPOTPOMOIHOBUM Yac;

- HOpMaribHa KinbKiCTb TPOMOOLMTIB;

- HOpMaribHMN Yac KpoBOTEeMi.

- piBeHb hakTopa Xl B nna3mi 3HMxeHMn adbo AopiBHIOE
HY 1.

JlikyBaHHSA:

- 3amiwieHHsA pakTopa Xl BAMBaHHAM CBiXXO3aMOpPOXXEHOI
nnasmm adbo KoHUHTpaTa paktopa XI.

- nepen HeBEJSIMKUMU XipypriYyHMMU BTPYHYaHHAMMU
npodinakTuyHe BBeeHHA P-aMiHOKanpoHOBOI KUCIOTH
abo TpaHeKcamMoBOM KUCJIIOTMW.
-Mna3ma.




JlabopamopHa diaecHOCMUuKa:

- 30iNIbLLUEHO YaCTKOBUMN TPOMOOMNAaCcTUHOBUN Yac |
NpOTPOMBIHOBUI Yac;

- HOpMarnbHa KinbKiCTb TPOMOOUMUTIB;

- piBeHb hakTopa V B nnasmi 3HmkeHnn abo gopisHioe 0.

JlikyeaHHs1 - 3aMicHa mepanisi C8iXX03aMOPOXXEHOI
rnsaa3mMolo.




TpombouumorneHisi - 3aMeHWeHHs
B KinbkKocmi mpomboyumie HUX4e

HOpPMaJlbHUX MEX:
150 000 - 400 000 / mkn.
CnoHmaHHa Kpoeome4ya 86UHUKae |
npu 3HUXXEeHHI Yucna

mpombouumis HUx4ye
10 000-20 000 / MmKn.




KniHiYHI O3HaKU:
- BHympiwHbOWKIpHI Kpoeoeusiuesu (mnemexii, ekxiMmo3u),

- Kpoeomo4ueicmb siCeH,

- MeHoOpaZeil,

- Hocoei kpoeomeui,

- LLinyHKOBO-KUWKOBI Kpoeomeui,

- [losiea 2emopaciyHuUx 6ynLbawok crnocmepicaemscs npu
3HUW)XEHHI Kinbkocmi mpomboyumis

Hu)x4ye 50 000 / MmKk-.
g E—

Qorpan  AIMonaTec:
KaR TPoMGoUMTONSHU-
Heckan Mypryps
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XBopoba BinnebpaHpga - cnagkose
3axBOpPHOBaHHA KPOBI, WO
XapaKTepu3lyeTbCA BUHUKHEHHAM
eni3oAn4YHUX CNOHTAHHUX
KpoBOTEeY, SIKI CXOXI 3 KpoBOoTe4YaMM
npwu remodinil.

|

__ CnagKyBaHHS1 ayTOCOMHO-
— NOMIHAHTHEe




B ocHoeI - nopyuweHHS1 CUHMe3y OCHOBHOR20 L
| KPYNMHOMOJIEKY/ISIPHO20 KOMIMOHeHmMa

- gpakmopa VI, 3s6aH020 makoxx ¢hakmopom

- BinnebpaHoa.

|

emopaciyHuu cuHdpom npu | muni
Habazamo eaxx4yuu, Hix npu lIA i IIB munax
Xxeopobu.
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sCumMnmomu
= 2eMOpa2iYHUl CUHOPOM:

- Hocoel kpoeomeui
2 - Kpoeosunueu e wkipy

- = YHacmi, mpuearsi i psiCHI Kpoesomeui
—— Pi3HOMaHimHoI noKkanizayiir
- f[eMmamomu
- Kpoeoegursnueu e M'sIKux mkaHuHaxiy Lo
8HYMPIWHIX op2aHax
- Kpoeoesursnueu 8 m'sa3u i cyanobu (czemapmpo3)
s - Ipusarsi kposomedyi npu mpasmax, eudasieHHi
= 3y6ie, onepayisix
i - MeHopazii (65% »xiHOK)
m—
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- JlikyeaHHSs

~ TpaHcys3ivHa Tepanis -
npenaparu nnasmum 3
- Pellid] . npenapaTtn oaktopa
BMCOKMM BMICTOM pakTopa
— . _ VIII
= (boH BinnebpaHpa:
. ns1 Nerknx gpopm
. * aHTUremodIinbHa a sl
~  nnasma
e Kpionpeuunitar

e 1eCMONpPeccuH

e =577 TG GTenal3 Hebe3neka 3BUKaHHS
patll, NpUY BUKOPUCTAHHI

NPV NOMOrax - Ha CaMoMm .
P ° Y pecmonpeccuHa GinbLue

'noyaTKy poaosol 2x G
s [1ATTBHOCTI '




NB3 — cuHapom

. TunoBa popma TpoMOGoremMopparm4eckoro ctaHy.

. Xapakmepu3yembcsi CTaginHO reHeparni3oBaHOK akTUBALLIED
| noganbLWmMM BUCHaXXEHHSAM 0aKTOPIB 3ropTaHHS,

| npoTmnaropTtatoyol i PIBPUHOMITUYHOI CUCTEM.

e Busisnisembcs po3nanom LiEHTpParbHOI, OpraHo-

— -
TKQHWHHOI
- | MIKpOreMouupKynsuil 3 po3BUTKOM MOMiopraHHoI

wsswHEOOCTAaTHOCTI.
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Crapil cuHpgpomy 1B3

'

FNinepkoarynsauiri i
TPOMOOYTBOPEHHSA

'

'

Koaryrnonarisa
CMOXUBaHHS

rinokoarynsauii




NPUHUMNN TEPANII CUHAPOMY B3

ETIOTPONMHUN NMATOMrEHETUYHUU .
CUMNTOMATUYHUN
NMPUKITAOU METO/LIB NNIKYBAHHA:
Vv nikyBaHHs VBnuBaHHSA v 3HeGontotoui 113
= OBHOro KOMMOHEHTIB KPOBI Vv TpaHkBinizaTopm
~3axBOplOBaHHSA Tp(glu %ﬂﬂ’-rig vV KopeKuis
: v HKLiT opraHiB
- epuTpouUTiB) (PyHKUIT op
v BBeOeHHs renapuHy
— v Kopekuis

3pyweHb KOP
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