CeepmbieaHue Kpoeau.
l'emopunus.




CeépmbisaHue KposuU — CJI0XXHbIU buosiocuyeckul
rnpouyecc obpaszoeaHusi 8 Kposu Humeu 6esika ¢pubpuHa,
obpa3yrowux mpomMmb6snli, 8 pesysibmame 4e20 KpPOBhb
mepsiem meky4yecmab, npuobpemasi meopo)xucmyro
KOHCUCMeHUUio.




NMetoLasa BA3KOCTb, BNM3KYHO K
BA3KOCTM BOAbl. B KpoBU
PacCTBOPEHO MHOXECTBO
BELLECTB, N3 KOTOPbIX B

npouecce CBEPTbIBAHMSA bonee

BCEro BaXHbl 6&nok donbpuHOreH,
NPOTPOMOUH N MOHbI Kanbuus.
[TpoLiecc cBEPTbIBAHUA KPOBU
peanmayeTcss MHOrodTanHbIM
B3anMMOOENCTBUEM Ha
dochonmnuaHbix membpaHax
(«MaTpuuax») nnasmMeHHbIX
OenkoB, Ha3blBaeMbIX
«dhakTopamMun CBEPTbIBAHUS
KpoBu». B cocTaB aTnx paktopoB
BXOOAT NPOEPMEHTHI,
npeBpaLlatomecs rnocre
aKTuBaLMKn B NPOTEONUTUNYECKMNE
doepMeHTbI; 6enku, He
obnagaruwme pepmMeHTHbIMU

CBOMCTBaMMn, HO Heobxoanmblie

0na dukcaumm Ha membpaHax u segodnya,ua=>novostey, con

B34AVIVIOLLE V] BIUAHA IVIE K/ ...
doepMEHTHbIX PaKTOPOB.




Monexynap- | HopMmansHasi XoH-
F @axTop l'lep:o;’x;"r:,ony- Has :yaccg geﬂ'rpaum B
(1a) naasme (ur/mMa)
_ I — $ubpuHOreH 3,7 aHn 340.000 1500—4000
Il — nporpomGuu 2,8 nHA 72.500 150
11l — rpombonnacTuH — - 0
IV — HoHbI Kanbuma — - 0,9—1,2 mmons/n
| V — npoakKueJiepuH 15—24 4 330.000 10
VII — npOKOHBEpTHH 1,2—6 48.000 MeHee |
s VilIc — anTremodunbubiil paxrop A 5—124 1.000.000 MeHee 5
s VIIT @B — daxrop BuruieGpanna 24—40 4
IX — anturemobuwisnsift dpakrop B 20—24 4 57.000 5
X — ¢axrop Crioapra—I[Ipayspa 32—48 4 59.000 8
XI — aururemoduneusit paxkrop B 40—48 4 160.000 5
- XII — ¢axrop Xaremana 48—52 76.000 35
XIII — pubpun-crabunusnpyownit daxrop | 5—12 auenn| 320.000 20
[MnasmuHorex 2,2 aus 90.000 150
IMpexkannukKpens - 85.000 30
BRICOKOMONEKYNAPHBIA KHHUHOreH — 150.000 80

|

[Tlocne noBpeXxaeHna CTEHOK COCYA0B B KPOBb NonagaeT TKaHeBbIV

TpoMOOMNMacTMH, KOTOPbIW 3anyCKaeT MeXaHU3M CBEPTbIBAHUS
KpoBu, aktneupysa goaktop Xll. OH MOXeT akTUBNPOBaTLCA U
NHBLIMW NPUYNHAMU, ABMAACH YHUBEPCarnbHbIM aKkTUBATOPOM
BCEro rnpotecca.




[Tpn HaNN4YMM B KPOBN MOHOB KanbLm4
npouncxoguT nonimmepusaums
pacTtBopmmMoro dpmbpuHoreHa u
obpasoBaHMe DECCTPYKTYPHOM CETH
BOJTIOKOH HEpPACTBOPUMOro pndpuHa.
HaunHaga ¢ 3Toro MoOMeHTa B 3TUX HUTAX
HayMHaT PUNLTPOBATLCA POPMEHHbLIE
9I1IeMEHTbl KpOBM, cOo3aBas
OOMNOSTHUTESTbHYIO XKECTKOCTb BCEN
cucteme, N Yepes HEKOTOPOE BpeMS
obpa3sysa TpoMb, KOTOPbIN 3aKynopmnBaeT
MECTO pa3pblBa, C OAHOWN CTOPOHbI,
npegoTBpaLlas NoTeEPHo KPoBK, a €
apyrov — Ornokupysi NOCTYMNfeHne B
KPOBb BHELUHUX BELECTB U
MUKPOOPraHn3mosB.

Ha cBépTbiBaHME KPOBU BIUSET
MHOXeCTBO ycnosuun. Hanpumep,
KaTMOHbI YCKOPSOT NpoLecc, a aHNOHbI
— 3ameansT. Kpome Toro, cyLiecTtsyet
MHOIo doepMeHTOB, NOJSTHOCTLHO
OroKMpyoWmMX CBEPTLIBAHNE KPOBU , a
TaKXe aKTUBUPYHOLLMX ero.




[[femodounms (HeCBeprIBaeM%rb Kposvﬁ — OJHO U3 caMbIX
TSKENbIX reHETUYECKNX 3aboneBaHNn, KOTopasd Bbi3BaHa
BPOXOEHHbLIM OTCYTCTBMEM B KPOBU paKkTopoB cBepTbiBaHmA VI
n IX. NpotekaHne 6one3Hn conpoBoXAaeTcsi YaCTbIMMU
KPOBOMU3MUAHUAMU B MATKUE TKaHWU, CyCTaBbl U BHYTPEHHNE
opraHbl. B cnuny cneumduku npotekaHna 60ne3Hn nepsbim
CTpagaeT ONopHO-ABUraTernbHbIN annapart, YTO NMPUBOAUT K
NHBAINMMOHOCTN N HETPYAOCNOCOBHOCTU BOsbHbIX. HacTble
KPOBOU3MUAHUSA B CyCTaBbl MPUBOAAT K X HEODpaATUMbIM
paspyLieHnam. KpoBonsnmaHme B XXN3HEHHO-BaXXHble OpraHbl




V /i1 ULl Jl1 U A D

xpomocome X. Pasnnyatot Tpu Tuna Nemodpunusa C Bbi3BaHa
remocpunum (A, B, C). aedekTHbIM dakTOpPOM KpOBMU

—— 0 lemodunusa A (peueccuBHas Xl (ayTocomHas peLeccuBHas
MyTauus B X-XpOMOCOME) Bbi3BaHa myTtauums), U3BECTHA B
- reHeTUYeCcKUM AedeKToM, OCHOBHOM Y €BPEEB-
OTCYTCTBMEM B KPOBWU allkeHasoB. B HacTodulee
Heobxoamumoro bernka — Tak Bpemd remodpunusa C
S— Ha3biBaemoro dpaktopa V| NCKMtoYEeHa N3 knaccndunkaumm,

(aHTUreMoUbLHOro rnobyrnnHa). T.K. ee KNUHUYECKMe
Takasa remodunms cumTaeTcs NPOABNEHNs 3HaYNTENBHO
Kflaccu4eckoun, OHa BCTpeYvaeTcd b R '
Hanbornee 4yacto, y 80-85 %
OosbHbIX remodunuen. Tskenble
KPOBOTEYEHMS NPU TpaBMax U
onepauusax HabnogarTca npum
ypoBHe VIII dpaktopa — 5-20 %.
- femodunusa B Bbi3aBaHa AedeKTHbIM
doakTopom kposu |IX (peueccmBHas
— MyTaumsa B X-XpoMoCOMe).
— HapyLieHo obpasoBaHue

DI UMNVIFIVUV NUdAT V ALLVIVUMUVY

1 10 101 7




OObIYHO BONE3HbI0 CTPAAAT MYXKUYMHbI, XKEHLLMHbI € BbICTYMNaoT Kak
HOCUTENbHULbI FEMOUNUK, KOTOPblE caMu el 0BbIYHO He OOMetoT, HO MOTyT
POANTb OOMbHbLIX CLIHOBEW NN O0YEPEN-HOCUTENBHML.

XoTs 60r1e3Hb Ha CEeroaHsAWHNN AeHb HEN3IEYMMa, €€ TeHEHNE KOHTPOSTMPYETCS
C NMOMOLLIbIO MHBEKUUI HegocTarowero dpaktopa CBEPTLIBAEMOCTU KPOBU, Yallle
BCEro BblAENEHHOro N3 JOHOPCKOU KpoBWU. HekoTopble reMounukm
BblpabaTbiBalOT aHTUTENA NPOTMB 3aMeLlaroLLero benka, 4YtTo NnpuBoAUT K
YBENUYEHNIO HEOOXO0OMMON 003bl hakTopa UMM NPUMEHEHUIO 3aMEHUTENEN,
Takux kak ceuHoun dpaktop VIIl. B uenom coBpemMeHHble reMoUunukn rnpu
NpaBUNbLHOM JIeYEHUU XMBYT CTOSbKO Xe, CKOMbKO 1 300Pp0BbIe NI0AMW.




