CeepmbieaHue Kpoeau.
l'emopunus.




CeépmbisaHue KposU — CJI0XXHbIU buosiocuyeckul
rnpouyecc obpa3zoeaHusi 8 Kposu Humeu 6esika ¢pubpuHa,
obpa3yrowux mpomMmb6snli, 8 pesysibmame 4e20 KpOBb
mepsiem meky4yecmab, npuobpemasi meopo)xucmyro
KOHCUCMeHUUio.




STKOTEKYYAS XUAKOCTL, UMEeIoLLas
BA3KOCTb, OM3KYH0 K BA3KOCTU
BoAbl. B KpoBU pacTBOPEHO
MHOXECTBO BELLECTB, N3 KOTOPbLIX B
npoLiecce cBEPThLIBaHUS boree
BCEro BaXHbl 6&NoK onOPUHOreH,
NPOTPOMOUH N UOHbI KanbLWUA.
[1pouecc cBepPTbIBAHUS KPOBU
peann3yeTcst MHOroaTanHbIM
B3aMMOOENCTBUEM Ha
docdhonunuaHbiXx MembpaHax
(«MaTpuuax») nnasmMeHHbIX OEKoB,
Ha3blBaeMbIX «pakTopamu
CBEpPTbIBAHUA KpoBU». B coctas
9TUX paKTOpOB BXOOAT
npodepMeHThbI, NpeBpaLlaroLLnecs
nocne aktmBauun B
NpoTeonuTU4eckne epPMeHTHI;
oenku, He obnagatoLwme
depMEHTHbIMU CBOUCTBAMMU, HO
Heobxoaumblie Ansa pukcaunm Ha
MeMbpaHax 1 B3anMoaencTems
Mexay cobon pepMeHTHbIX

segodnya, ua=>novostey, con




HopmansHas XoH-

— Monexynap-
F ®axTop l'lep;i:’g"r:,ouy- Has ﬂccﬂ UEHTPALMSA B
(1a) naasme (ur/mMa)
_ I — $ubpuHOreH 3,7 aHn 340.000 1500—4000
Il — nporpomGuu 2,8 nHA 72.500 150
Il — 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 axrop 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-crabuausnpyownit daxrop | 5—12 auenn| 320.000 20
[MnasmusHorex 2,2 aus 90.000 150
lMpexkannukKpens - 85.000 30
BRICOKOMONEKYNAPHBIA KHHUHOreH — 150.000 80

|

[Tlocne noBpeXxaeHna CTEHOK COCYA0B B KPOBb NonagaeT TKaHeBbIV
TPOMOONacTMH, KOTOPbIN 3anyCKaeT MexaHU3M CBEPTbIBAHUS
KpoBu, aktneupysa dgoaktop Xll. OH MOXET akTUBNPOBaTLCA U NHLIMU
npu4ynHamu, ABnNAAaCb YHUBEpCcanbHbIM akTUBAaTOPOM BCErO
npouecca.




[Mpn HaNN4YMM B KPOBN MOHOB KanbLm4
npouncxoguT nonimmepusaums
pacTBopmmMoro pmbpuHoreHa u
obpasoBaHMe DECCTPYKTYPHOM CETH
BOJTIOKOH HEpPACTBOPUMOro pnbpuHa.
HaunHaga ¢ aToro MoOMeHTa B 3TUX HUTAX
Ha4yMHaT PUNLTPOBATLCA POPMEHHbLIE
9N1leMEHTbl KpOBM, co3aaBas
OOMOSTHUTESTbHYIO XKECTKOCTb BCEN
cucteme, N Yepes HEKOTOPOE BpeMS
obpasysa TpoMb, KOTOPbIN 3aKynopmnBaeT
MECTO pa3pblBa, C OAHOWN CTOPOHbI,
npegoTBpallas NoTeEPHo KPoBK, a C
apyron — Ornokupysi NOCTYMNfeHne B
KPOBb BHELUHUX BELLECTB U
MUKPOOPraHN3moB.

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




l'emogpunus.

[emModomnnusa (HecBepTLIBAEMOCTb KPOBU) — OO4HO N3 CaMbIX
TSKEnbIX reHETUYECKMUX 3aborieBaHNn, KOTopasi Bbl3BaHa
BPOXOEHHbLIM OTCYTCTBMEM B KPOBU (pakTopoB cBepThiBaHus VIl n
IX. NpoTekaHne 6onesHn conpoBOXaaeTCsa YacTbIMU
KPOBOUSNMUAHUAMU B MATKNE TKaHWU, CyCTaBbl U BHYTPEHHWUE OpraHbl.
B cuny cneundumku npotekaHma 60nesHn nepBbiM CTpagaeT
OMOpPHO-ABUraTesibHbIN annapar, YTo NPMBOAUT K MHBANUOHOCTU U
HeTpya0CnocobHOCTM BOsbHbIX. YacTble KpOBOU3NUSAHUS B CyCTaBbl
NPUBOOAT K X HeobpaTuMbIM paspyLlleHnam. KpoBomsnusHue B
KM3HEHHO-BaXHbIE OpraHbl MOXeT I‘II/IBeCTI/I K CMepTn DOMbHOrO.




N3MEHEeHNA OAHOro reHa B
xpoMocome X. Paanuuatot Tpu Tuna | EMOdunns C Bbisaa
remocbunan (A, B, C). nedeKkTHbIM pakToOpOM KpPOBM
, TeMocbnnmsa A (peLieccuBHas Xl (ayTocoMHas peueccmBHas
MyTaums B X-XpOMOCOMe) Bbl3BaHa MyTaums), U3BECTHa B
reHeETUYECKUM JedeKToM, SRR S 2=
OTCYTCTBMEM B KpOBW Heobxoaumoro 3HHKEHAS0B. B HacToslee
Genka — Tak Ha3biBaemoro chaktopa SPEMA remocpunms C
VIII (aHTUreModUbHOO NCKNOYeHa 13 Krnaccudpukaumm,
rmo6ynvHa). Takas remopunusg -~ Al i SO
cunTaeTcs Knaccuyeckon, ona | OABTNCHNA SHAHMTENLHO
BCTpeyaeTcs Hanbonee 4yacto,y % &
80-85 % GOnbHbIX reMmodunmen. 2 O
TsHkénble KpOBOTEYEHUS MPU
TpaBMax 1 onepaumusx
HabrnoaatoTcs npu yposHe VI

dakTopa — 5-20 %.
- [emodounmsa B BbizaBaHa OeEKTHLIM
doakTopom Kkposu IX (peueccmBHas
] MyTaums B X-XpoOMOCOME).
HapvieHo . 00pa3oBaHUe BIORUYHON

KoarznﬂuMOHHof/’l nﬁo6|<m.




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.




