BaskHo perynApHO CRB TS
33 COCTOAHMEM 3/10D0BbA

M obpawaTbCA K Bpady
ANA Ha3Ha4YeHUA ONTUMAaNIbHOIO JIeYEeHUA

Bonbwe nonesHonm nHpopmaymnm
YynTanNTe Ha canTe
N B cOLMasnbHbIX CETAX YYPEKOEHNA
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CocTaBuTtenb:

J1. C. CkpnnHukoBa — MeToguncT
WHHOBAaLMOHHO-METOANYECKOrO CEKTOpa
MKY r. JlepmoHTOBa «LIBC»

Mpadunueckoe opopmneHue: A. B. bapaHoBa
Hawwu KoopguHaTbl:

MHHOBaLUMOHHO-METOANYECKNIA CEKTOP
Apnpec: 357340, r. JlepMmoHTOB, Yn. JleHunHa, 20

TenedoH: 8-(87935) 3-12-03

MKY ropopa JlepmoHTOBA
«LleHTpannsoBaHHaa 6ubnmnoTeyHana cuctema»
/IHHOBaLLMOHHO-METOANYECKN CEKTOP

«{) CBAPTBLIBAEMOCTH OBY
I MUTALL/M B H-KpoMoCOMe>»

Bpowtopa
K BceMmmnpHoMy gHIO 60pbObI
c remodpunuen

r. lepmoHTOB, 2024 T
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FreMmodunua — 310 reHeTNYECKOE HapyLeHNe CBEPTbIBAEMO-
CTWN KPOBU, NP KOTOPOM YesIOBEK CTpagdaeT OT NOBbIWEHHOWN
CKJIOHHOCTUN K KPOBOTEYEHNAM U OT 3aTPYLAHEHHOro npoLec-
ca CBepTbIBaHWA KPOBW.

B paHHOM 6polwope aBTOp nNpepJsiaraeT YMTa-
Ten obpaTuTbca K pakTamM, NOMOraloLMM ny4-

e NOHATb reMmopunmio KaKk 6021e3Hb U eé BNuaA-
HUEe Ha XXU3Hb NIaen.

feModununa obbI4MHO Bbi3BaHa HELOCTAaTKOM OAHOIO 13 dak-
TOPOB CBEPTbIBAHUA KPoBU, Taknx Kak ¢paxkTop VIII (npn remo-
dnnum A) unn paktop IX (mpyn remodpunnn B).

Femodunua A apnaeTca caMmor pacnpocTpaHeHHon popMon
reMmodunnn N Yawe BCEro BCTPEYAETCA Y MYXUUMH, TaK KaK reH,
OTBETCTBEHHDbIN 3a NnponsBoacTeo ¢akTopa VI, HaxoonTca
Ha X-XxpoMocoMe.

FeMmodunusa B, Takke nasecTtHas Kak gednunt daxktopa IX
(NnnasMeHHbIN TPOMOBONACTUHOMEHHbIA KOMMNOHEHT B), ABna-
eTCA APYrvM TUMNOM HacNeaCcTBEHHOIO KPOBOTEYEHUSA, CBA3aAH-
HOro C HeJOCTaAaTKOM UJIN HEUCMPAaBHOCTbLIO paKTopa CBEPTbI-
BaHnA kpoBu IX. lemodununa B Takke aBnaeTca bonee penkon
dopmMon remodunnm No cpaBHEHNIO ¢ remodunnen A.

BonesHb nepepnaeTca No HacseACcTBY M MOXKET NMPOABNATb-
CAl B Pa3/INYHbIX CTEMEHAX TAMXECTU, B 3aBMCUMOCTU OT YPOBHA
HegoCTalWero ¢akTopa CBEPTbIBAHWA KPOBW.

lfemodpunua 6bina n3BecTHa elle B apeBHNe BpeMeHa. OguH
N3 HacneacTBEHHbIX PaKTOPOB CBEPTbIBAHMNA KPOBU, OTCYT-
cTByOWMA Npn reMmodunnm, 6oin onncatH ewe B 1803 roay.

Y nogein c remodunmein Bo3HMKaT NpobreMbl Co cBep-
TbIBAEMOCTbIO KPOBU, YTO MOXKET MPMBOLANTb K YaCcTbIM N NPO-
OOMMKNTENBbHBIM KPOBOTEYEHNAM MNOCNE TPaBMbl NN XUPYPIi-
YECKNX BMeLIaTEeNbCTB.
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BYAbTe roToBbl OKa3aThb NMOMOLb B CJiy4yae Kpo-
BOTe4YeHMUA. 3HalTe, KaK oKa3saTb nepByrlo nNnoMollb

NPy KPOBOTEYEHUU, U UMENTE NoA, PYKOU HEOGXO-
AVMbIe MeAUKaMEHTbI.

1. OcTtaHOBUTE KPOBOTEYEHME:

HaHecunTe paBneHmne Ha paHy C MOMOLLbIO YACTOWN TKaHW U
6uHTa. NoppeprmnBante gaBneHne 0o Tex nop, Noka KpoBoTe-
YeHMe He NpeKpaTnuTcA.

2. MopHUMUTE NOBPEXAEHHYIO KOHEYHOCTb:

Ecnn KpoBOTEYEHNE NMPONCXOONT N3 paHbl HA KOHEYHOCTW,
nogoHMMMTE €€ BbllleE YPOBHA cepaua, 4TOODI YMEHbLWNTb KPO-
BOTOK.

3. Xonop;:

HaHecuTe xonopn Ha MecTo KpoBOTEYEHNA C MOMOLLbBbIKO XO-
aogHOro KoMmnpecca vmnanm nbpga, 4TObDI CyXaTb COCyObl N 3a-
MEOJINTb KPOBOTEYEHNE.

4. Ummo6ununsauuma (cosgaHmne HenoaBUMKHOCTH):

Ecnn ectb nogo3peHmne Ha nepenom nianm TpaBMy, MMMO-
6nNn3npymnTe NoBpexXaeHHy obnacTtb, YTOObI NpenoTBpa-
TUTb OOMNOJIHUTENbHbIE NOBPEXOEHMNA.

5. NMNo3oBuTE CKOPYIO NOMOLLb:

Ecnn KpoBoTeuyeHne He yaoaeTca OCTaHOBUTb UMW €CNn
COCTOAHNE YesloBEKa YXYALAeTCcA, HEMELAJIEHHO BbI3OBUTE
CKOpPY0 MOMOLLb.

BayHO MOMHWUTb, YTO NPV OKas3aHUN NeEPBON NOMOLLN Ye-
NoBeKY € reModUNNeEN HYHO ObITb OCTOPOXHbIM U n3beraTtb
TpaBMMpPOBaHNA TKAHEN 1N CYCTaBOB, TaK KaK 3TO MOXET yCy-
ryéutb cutyauuto. Jlydwe Bcero npenoctaBuTb MOMOLLb MpPo-
deccrnoHanam.



YenoseKy C gunarHoCTMpoOBaHHON BpadyamMm remopunnen
MOYHO MOMOY4b ClEAYOLNM:

ByobTe TepnesiuBbiMU 1 MOHUMAKOLWLMUMU MO OTHOLLEHUIO
K YenoBeKy ¢ reMmobunnnen.

Ybegutecb, 4TO oOM nnn paboyee MecTo YenoBEKa C re-
Modunmnen 6esonacHbl N MUHUMNINPYIOT PUCK NONYYEHURA
TpaBM.

MoTmneBunpynTe 4enoBeKa Ha 3gopoBoe nutaHue, pusun-
YECKYI aKTUBHOCTb N PErynfapHble BU3UTbI K Bpayy.

BayHO Nony4nTb KOHCYsbTaluIo reMaTosiora unu gpyrmx
cneunannucToB ona adPeKTNBHOrO ynpasneHnsa remopunmen.

O6yunTe 4yenoBeKa c reMmopunen MeTogaM caMoromMoLL K.

BonesHb cTana WUpoKo naBecTHa Gnarogapa TOMY, 4TO
OHa Oblna pacnpocTpaHeHa B LLapCKux ceMbax EBponbl. Ha-
npumep, Anexkcer HUKonaeBuY, cbiH NocnegHero POCCUNNCKO-
ro nmnepartopa Hukonas Il, ctpagan ot remopunnun.

HecmoTpa Ha cBoto 60/51e3Hb, HEKOTOpPbIE NIIOAN C FEMO-
dunnen pobuBaroTCcA BbIOAKOWUXCA CMOPTUBHbLIX PE3Yib-
TaTtoB. Hanpumep, amepukaHcknn ¢urypuct Kpuc bowuTa-
HO, Boneownin remodunnen, Bolnrpan 3010TYyO Megarb Ha
ONMMNNNCKNX nrpax.

C pa3ButMEM MegunUVHbI N TEXHONOIMMA NOABUINCH HO-
Bble MeToAbl NevyeHna reMmodnnmmn, Takne Kak 3amMecTuTesb-
Haf Tepanua ¢aKTOPOM CBEPTbIBAHNA KPOBW.

17 anpena oTMedaeTcA BceMupHbIi aeHb remodunum,
KOTOPbIV NPU3BaH NOBbICNTb OCBEAOM/IEHHOCTb O BONE3HMN
n nogaepxaTb Nogen, cTpagamwmx ot remodunnu.




Pasbepémcea, Kak NpoxoauT NpPoLLEeCcC CBEPTbIBAHWA KPOBU
Yy 340POBOro YesloBeKa.

Mpouecc cBepTbiIBaHUA KPOBU — 3TO BaXXHENWWN 3Tan
paboTbl CUCTEMbI FreMocTa3a (CoOXpaHEeHUA MUOKOro CocTos-
HUA KPOBU), KOTOPbIN aKTUBUPYETCH MPU NMOBPEXOEHNN COCY-
O0B N HEOBXOOMM 01 OCTAHOBKUN KPOBOTEYEHUS.

Mpw NOBPEXAEHUN COCyaa NPONCXOONT peaKLumsa cocyamn-
CTOro crasma, 4YTo CrNoCcob6CTBYET CYKEHUNIO COCYO0B N YMEHb-
LUEHWNIO MOTOKAa KPOBW.

Tpom6ouunTbl (KPOBAHbIE NAACTUHKN) NPUKPENNATCA
K MoBpexaeHHon obnactn cocyga v gpyrum Tpombouumtam,
ob6pas3ysa NepBUYHbIN TpoMbOoLMTaPHbIN NPOHGKOBLIN MOKPOB.

daKkTOopbl cBEpTbIBaHUA, Takne Kak dakTop IX, akTneun-
pYyrOTCA B pe3ysibTaTe KOHTaKTa C MOBPEeXgeHHbIMU TKaHAMN
nnn TpomMbountTamMn. 3TO 3anyCKaeT KaCKagHYy peakuuto,
B pe3ynbTaTe KOTOPOWN NPOUCXOAMNT NpeBpalleHne TpoMburHa
N3 NpoTpoMbuHa.

Y nopen, 6oneowmnx remopunmen, HapyweH npouecc

TpoMbuH npeBpal,aeT pacTBOPUMbIN GUBPNHOreH B Hepa- KacKagHOW peaKuuu cBepTbiBaHUA N3-3a HegocTaTKa dak-
CTBOPUMbIN GUOPUH, KOTOPLIN 06pasyeT ceTb BOKPYr TPOMOO- TopoB cBépTbiBaHuA: pakTop VIl (npu remodmnnum A) nnwm
LNTOB, 3aKpensasa X Ha MecTe N YKpenasasa NpobKy. dakTop IX (npn remodunun B).

DurbprH co3paeT NPOYHYO CeTb BOKPYr TpOMbBoLUTOB, dpop- ®akTop ceepTbiBaHuaA VI, unn AHTuremodpunuyecknin pakx-
MNPy CrYCTOK, KOTOPbI OCTaHaBNMBAET KPOBOTEYEHME. Top (AIr®) — 310 cCoeanHeHne 6enkKa (FMMKONPOTENT,) U CIIOHOIO

yrneBOLHOIO KOMMOHEHTa, obecneymBatoLLee B3aMMoLeNCTBUE

TN npouecchbl B3auMogencTByOT ApYyr C APYroM n obe- ¢dakTOopOoB cBepTbiBaHWUA IX 1 X, KOHEYHBIM NTOFOM KOTOPOIO CTa-
cne4ymnBaroT 3dPeKTUBHOE OCTAHOBIEHNE KPOBOTEYEHMA. HOBUTCA NpeBpaLeHne NpoTpoMObrHa B TPOMOUH.

Jlto6oe HapyleHne MOXXET NPUBECTUN K BOZHUKHOBEHWIO JleueHune remodpunnnm 4acTo BKIOHAET 3aMECTUTENbHYHO
KPOBOTEYEHUN NN TpoMm6030B. Tepanunio COOTBETCTBYHOWMM daKTOpoM, dusmnoTepanuio, pe-

abnnutaynio n gpyrue MeTonbl NogOepPKaHnA 300P0BbA.

Mopxopn K nevyeHUto reModuNNM MOXKET pasnmyaTbcs
B 3aBUCMMOCTW OT MHOVBUAYasNbHbIX OCOBEHHOCTEN nauneHTa
N CTEMNEHN TAXECTN 3a601EBAHUA.
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CvMNTOMbI reMobUnINN MOryT BKKOHaTb BHYTPEHHME KPO-
BOTEYEHUNA, CyCTaBHblE KPOBOU3NUAHNA, CUHAKN, KPOBOTOUN-
BOCTb [ECEH 1 ApYyrne nposBfeHs.




