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KopoByLuknHa BepoHuka 'eoprmeBHa



CBépTbiBaHMEe KPOBU — CIIOXHbIN
bronornyeckuin npoLecc obpasoBaHns B KPOBU
HUTen benka pmbpurHa, obpasyowmnx TPoMObI, B
pe3ynbrate Yero KPoBb TEPSIET TEKYYECTb,




B HopmanbHOM COCTOAHUN KPOBb —
NerkoTeky4as XuakocTb,
nMetoLLas BA3KOCTb, OIM3KyHo K
BA3KOCTW BoAbl. B kKpoBu
PacTBOPEHO MHOXECTBO BELLECTB,
N3 KOTOPLIX B npoLecce
CBEpPTLIBAHMS Bonee BCEro BaXHbl
6enok dpnbpunHoreH, NPoTPOMOUH
N NOHbI Kanbuus. [Npouecc
CBEpPTLIBAHMNS KPOBU peannsyeTtcs
MHOroaTanHbIM B3anMo4eENCTBUEM
Ha doocdhonUNUaHbIX MeMOpaHax
(«MaTpuyax») nrasmeHHbIX
OenkoB, Ha3blBaeMbIX
«drakTopamMu CBEPTbLIBAHUS
KpoBu». B coctaB aTux gpakTopos
BXOOAT NPOPPEPMEHTHI,
npespallarLimecd nocne

| aKTMBaUuW B NPOTEONTUTUYECKNE
doepMeHThI; benkn, He

. obrnagatowime depMeHTHbIMA
CBOMCTBaMU, HO HEOOXOaMMBbIE
ans pukcauum Ha membpaHax u
B3aMMOLEUCTBUSA Mexay cobon
doepMeHTHbIX PaKTOpPOB.




[eMmounnns

(HecBepTbIBAEMOCTb KPOBM) — OAHO U3 CaMbIX TSXKESbIX
reHeTuYyeckmx 3aboneBaHn, KOTopas Bbi3BaHa BPOXXAEHHbBIM
OTCYTCTBMEM B KpOBM (haKTopoB cBepTbiBaHus VIII n IX.
[IpoTekaHne 60ne3Hn CornpoBOXAaEeTCH YaCTbIMU
KPOBOU3NUAHNAMU B MATKUE TKAHW, CYCTaBbl U BHYTPEHHUE
opraHbl. B cnny cneumngukmn npotekaHmns 6011e3Hn nepsBbIM
CTpaJaeT ONMOpHO-ABUraTeNbHbIM annapar, YTO NPUBOAMUT K
NHBANMAHOCTU U HETPYAOCNOCOOHOCTM 6OsbHbIX. HacTble
KPOBOU3J/INSIHUSA B CYCTaBbl MPUBOAAT K MX HeObpaTUMbIM
paspyLleHnaMm. KpoBomsnusHue B XXM3HEHHO-Ba)XHble OpraHbl
MOXET MPUBECTU K CMePTN 60/1bHOrO.




STUONOMrnS

= [NaBHOM NPUYMHOWN pa3BUTUSA reMoUInm
CUYMTAIOT HAaCNeaCTBEHHbIN aKTop.

= KpanHe peako BCTpeyvatoTcs cnydau
«CroHTaHHou remoguinm». OHa NOSABNSAETCS
BHE3anHo, XOoTsl B CeMbe paHee He bblNo 3Toro
3aboneBaHud. B nocnepytolleM, ata popma
reMounnn nepenaeTcs TpaamLMOHHO — Ha
reHeTu4yeckoMm yposHe. MeanumnHcKue
PabOTHUKM 0 CUX NOP HE BbISIBUIN TOYHbIX
NpUYnH pa3BuUTUa 60ne3Hn. OHM CHUTAIOT, YTO
3TO HOBasl MyTaLUMs reHa.



BbiaensaroT 3 BapuaHTa
nepenaum remoduinm

MaTb BNAeTCa nepeHOCYMKOM reHa, HO oTeL, —
300pOBbIN My>XUYMHaA. B 3TOM cnyyae BO3MOXHbI 4
ncxoaa, € BEPOATHOCTBLIO Mo 25%. MoXeT poaAnTbCA
3[10POBbIN CbIH WX 30pOBas Ao4b, 60NbHON CbiH UK
A0Yb-HOCUTEND.

MaTb — 340pOBa, oTel — 6oneH remodunmen. Mpu
TAKOM pacKiaZie BCce CbIHOBbS OyayT 340pOBbIMK, @ BCE
NOYEPU CTAHYT HOCUTENBbHULIAMM.

MaTb — HOCUTENb reHa, a otey 6oneH. B 3ToM
BapuaHTe MOXET 6biTb 4 UCXOAA: 3A0POBbIN CbiH,
605bHas ao4b, 60BHOW CbiH U AOYb-HOCUTENb. Y
KaXkoro ucxoaa paBHble CUJIbI.



X-cuenneHHoe peueccuBHoe HacneaoBaHme X-cuenneHHoe peueccuBHoe HacneaoBaHue

Oreu;: 340p0B Oreu;: 6onex
MaTb: HOCUTENb Martb: 3a40poBa
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3p0posbifi ol [loNb-HOCHTEND 3A0pOBbLIA CHIH Aoub-HocHTend



[emounnmna nosaBnseTcsa n3-3a
N3MeHeHNA ogHOro reHa B XpoMocoMme
X. PasnuyatoT Tpn TMna remoounnm

(A, B, C).




[emodounusa A

(peueccuBHaga myTtaumsa B X-XxpoMOCOME) Bbi3BaHa
reHeTU4YeCKMM OedeKkToM, OTCYTCTBMEM B KPOBU HEODXOONMOIO
benka — Tak Ha3biBaemoro gaktopa VIl (aHTuremodunbHoro
rmobynuHa). Takas reModunnua CHUTaAETCH KIlaCCUYECKOWU, OHa

BCTpe4vaeTcda Hanboree 4acTto, y 80-85 % OonbHbIX

remoounuen. Tsaxxenble KpOBOTEYEHUSA NPU TpaBMax U
onepauuax Habntogatotca npu yposHe VIl dpaktopa — 5-20 %.




[emodpunnsg B

Bbl3BaHa AedeKTHbIM (pakTopoM KpoBu IX (peLeccuBHas
MyTauus B X-XpoMocome). HapylueHo obpa3oBaHue
BTOPMYHOWN KOArynsLMOHHOM NpobKu.




[feMmopunnunsa C

Bbl3BaHa AedeKTHbIM ddakTopom KpoBu Xl (ayTocomMHas
peLeccuBHas MmyTtauns), M3BECTHaA B OCHOBHOM Y
eBpeeB-allkeHa30B. B HacTosuee Bpems remodounua C
NCKIMOYEHa U3 Knaccngukaumu, T.K. ee KNnnHn4Yeckue
NposaBleHnsa 3Ha4YnTeNnbLHO oTnmnyaroTcd ot A n B.
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KIMHUKa

KpoBOTOUYMBOCTb reMaToOMHOI0
Tuna, NposABnsAoLLIAACS
KPOBOMUINUAHUSIMUN B KPYIMHbIE
CcyCcTaBbl KOHEYHOCTEN
(remapTpo3bl), MNOAKOXHLIMU U
BHYTPUMbILLIEYHbLIMW
rematomamMmu, obmunbHbIMU K
ONUTENbHBLIMU KPOBOTEYEHNAMMU
npu TpaBmax, rematypuen. Pexe
HabnogalTcs 3abpOLLINHHBIE
reMaTtoMbl, KPOBOU3NUAHUS B
OpraHbl OPOLLHOW MOSIOCTH,
Kenyao4YHo-KNLLIEYHblE

KPOBOTEYEHMUS.
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KnNMHMYeckn pasnuyatoT Tpu pasHOBUAHOCTU MOpaXKeHus
CyCTaBOB Npwv reModUnmu:

m OCTPble reMapTpo3bi;

= XPOHMYECKME rEMOPParn4eckn-AecTpyKTUBHbIE
OCTE0apTpO3bl;

s BTOPUYHLIN peBMaTOUAHbIN CUHOPOM.

TeyeHune bonesHn bonee TaXeNoe B JETCKOM BO3pacTe U B
toHoLueckue roabl. C Bo3pacTomMm TedeHne 6onesHu
CTaHOBUTCS Bosiee NerkMm, KpoBoTeudeHust bbiBatoT

pexe.
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JTabopaTopHble MeToAb!
nccnenoBaHus

OAK: npn obunbHbIX KPOBOTEYEHUAX Pa3BMUBAETCSH
nocTremMopparnyeckas xenesogeuumtHasad aHEMUS;
onpegensieTca rmnokoarynsayma — yBenmyeHme BpeMeHM
cBepTbiBaHUA KpoBu (Bpema cBepTbIBaeMOCTU KPOBU
no CyxapeBy B HOpPMe COCTaBIISET. Ha4yano
obpasoBaHua dpnbpuHa ot 30 oo 120 cekyHa, OKOHYaHue
npouecca oT 3-X 40 5-TU MUHYT).




JleyeHue

[Tpy reMoMmUNMN HET HUKAKUX CTPOrnX rnpasus B NMTaHUM,
KOTOpPbIX criegoBasio bl 6ecnpekoCcrnoBHO NpuaepKMBaTbCA.

[1ns BOCCTAHOBIIEHNA KPOBU U YNy4LLEHUS CBEPTLIBAEMOCTU
HeobXxoaMMo ynoTpebnaTb NuULLY, KOTopas COOAEPXKUT COMn
doocdopa, kanbuusa, sutamuHbel A, B, C, [1. Camoe BaxxHoe —
9T0 0becneunTb OpraHN3m HY>XHbIM KOSTMY4ECTBOM BUTaMUHA
K. Ero Ha3biBaloT BUTaAMUHOM Koarynaumm (CBepTbiBaHUS).
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1.Ceexe3aMopoXXeHHas niasma.

2.[emMmocmamuyeckue cpedcmea:
3Anmakoe arnbga (akmueupo8aHHhkIU) ;
Kpuonpeuurniumam,

gemopusn M, ummyHam, okmaHam;
azemaeurn B, uMMyHuUs, oKmaHauH;
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Hpyaue npenapamsl ¢ 2eMocmamuy4yecKkuMu ceoticmeamu.

Imam3suriam no 500 mr 4 pasa B cyTkn (2 mn 12,5% 4 pasa
B CYTKU B/M).

Etamsylate

3TAM3M/\AT

4. [Npn Hapy>XHbIX KpoBOoTe4YeHUsIX. [ emocTaTnyeckasl rybka.
5. [lo noka3aHnsM ropMoHasibHble rpenaparsl. [1pegHn30/10H
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rYBKA

I'EMOCTATM‘-IECKAH

REDNISOLON 5 mg
weaonon/prednisolone [
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[IpodprNakTUKa

Meaunko-reHeTu4yeCcKkoe KOHCYNbLTUPOBAHWE Nap Ha ctaaun ninaHMpoBaHug
6epeMEHHOCTU: paHHAA AnarHocTmka reMmodounmm Ha ctagum
npeHaTanbHOro (BHyTPUYTPODOHOro) pa3suUTUS.

[MpodhmnakTika reMapTpo30B (CyCTaBHbIX KPOBOUSNUSAHWUIA) U OPYTUX
KpOBOTEYEHUI: AncnaHcepmnsaums 6onbHbIX, BeaeHNe onpeaeneHHoro
obpasa Xn3Hn ¢ MMHMMaribHbIM PUCKOM BO3MOXHOCTU TPaBMUPOBaHUS,
paHHee ncnosnb3oBaHne 4oNyCTUMbIX BUOOB fie4ebHON OUn3KynbTypbI
(nnaBaHWe, aTpaBMaTUYHbIE TPEHAXEPHI).

Xupypruyeckasi U U3oTornHasd CUHOBIKTOMUS (MCCEYEHME CUHOBMANbHON
00605104KN cycTaBoB) — 3 MPEKTUBHBLIN METOA NPOMUNAKTUKM reMapTPO30B,
KaK 0QHOro U3 camMmblX pacnpoOCTPaHEHHbIX OCTOXXHEHNN reMoUnnn.

OpraHunsaums paHHero BBeAeHUst aHTUreMounm4ecknx npenaparoB Ha
nomy (Bble3gHble cneLumann3npoBaHHblie bpuragbl, 00y4yeHne naLmMeHToB B
LLIKONEe MEeAULIMHCKUX CecTep).

B Hanbonee Tskenbix cny4dasx nokasaHo cuctemartunyeckoe (2-3 pasa B
MecsaLl) NnpodunakTMyeckoe BBeeHNE KOHLEHTpaTa dhakTopoB
CBEPTbIBAHUS KPOBM.

[Mpn XMpypruyeckomMm BMeLLaTENbCTBE KenaTelbHa KOHCYbTaums
remaTonora u BeeeH1ne HedocTaLLmnx akTopoB CBEPThLIBAHNSA KPOBU A0
Pa3BUTUSA KPOBOTEYEHMUS.



