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OCHOBHBIE ACTIeKThI FeMo(uIHH.
(uH¢pOpMALIHOHHO - MeTOAMYECKOe IMHCHMO)

Beenenne:

Temoduiusi — OTO CHEIUICHHOE € X-XpOMOCOMOH BPOXKACHHO® HapyleHHe
Na3MEHHOr0 TeMocTas3a, BO3HUKAIOUIEE B pesy/israre Aeduuura WM OTCYTCTBUS
hakTopa cBEpTHIBAHUS KPOBH VIII - remodunust A i Gpakropa cBepThIBaHMS KPOBH IX
- remodunus B, koropoe NPUBOIMT K CKIOHHOCTU K KpoBoTedeHusM. [loHnManue
npupo/pl 3abonepanus M cOGIONEHHe PEKOMEH lalui TIOMOryT maupeHTaM BECTH
OJNHOILEHHYIO KM3Hb. PacnpocTpaHeHHOCTD remopuiuu B OOLIeH  MOMYJALMHA
cocrapiaser 1:10 000 HaceseHUA. Temodumuss A (IA) BCTpEHacTCH yaie, 4eM
remoduus B (I'B), n cocTaBIAcT R0—85% 001Iero YKciia Cirydacs.

CyTb 3a00/1€BaHUsI H €ro NPHIHHBL:

[emobunus — 3TO TEHETUHCCKOC 3a6oieBaHne, TIPM KOTOPOM B OpraHMsMe HE
XBaTaeT OIpe/le/leHHbIX OesIKOB, HEOOXOMMMBIX VIS CBEPTBIBAHUS KPOBH ((paxTOPOB
CBEpTHIBAHUA).

[TpumepHO Y 70% OONBHBIX UMEETCs [IOJIOYKUTENBHBIA CEeMEHHbI aHaMHE3 110
saGoneanmio. B 30— 35% ciy4acB BO3MOXHBI criopajinuecKue MyTarniH 0e3 HaJlIW4Ks
ceMelHoro aHamHe3a 3a00/IeBaHuUL.

Yarie BCEro OHO Iepeaaercs OT MaTepu-HOCUTEIbHUIbL K ChIHY, [TOCKOJIbKY TE€HBI,
OTBEYAOIIKE 3a ITO 3200/ IeBaHHE, HAXOMATCA B X-XpOoMOCOME.

Haubosee pacnpocTpaHeHHBIE opmbl — TeMOQUITHS A u remo¢unus B.

CHUMITOMBl MOTYT pas3jin4arbcd B 3aBUCUMOCTH OT TSDKECTH 3abosieBaHusi, HO
OGLLIMM ABIAETCS TOBBIILIEHHAS KPOBOTOUHBOCT.

KaacupuKauusi no creneHH THKeCTH.

Onpefensercst 110 yPOBHIO AKTHBHOCTH HEJOCTAIoLIEro haxropa CBEpPTHIBAHHS!

Tsoxenast popma: <1%0 aKTUBHOCTH (bakropa

Cpenuersbkenas dopma: 1—5% akTuBHOCTHU (haKTOopa

Jlerkas ¢popma: >5 %o aKTUBHOCTH ¢axropa.

(OcHOBHbIE CHMIITOMBI:

CKIIOHHOCTB K JUTUTENBHBIM KPOBOTEHCHMSM, JlaKe oclie He3HaYUTeNIbHBIX TPaBM.

[emaToMb! (KPOBOU3IUAHUA B MBI/ MATKHE TKAHH)

KpoBOU3/MsHUS B CYCTaBDI (reMapTpo3bl).

KpoBoTeueHust 13 CIU3UCTBIX (focoBble, IECHEBBIC, JTyHOYKOBBIC)

['ematypuu

YKu3Hey rpoaroime KPOBOTE4EHHUS/KPOBOU3THAHUA: B I{HC, B XKKT, B obnactd
1en/ropia, 3a0prolHHbIE FeMaTOMBI.



Jleuenue:

Jlns JiedeHUs IAIUEHTOB C remounmeii A MCIONB3YIOT Mperaparel daxropa
ceeprhiBanyst kposu VI unn [X, KOTOpBIE PEryispHO BBOJATCS BHYTPHBEHHO 3-2 pasa
B HEJIeI0 COOTBETCTBEHHO.

[Ipenaparbl JOCTYIHBI BCEM HaiMeHTaM C OTMM 3a0oneBaHMeM B pamKax
demepanbHON MPOrpamMMEl «14 BBICOKO3ATPATHBIX HO30JIOT M.

C 1 smBaps 2021 roma B Ka4ecTBE CPEICTBA PyTMHHOM TNPOQUIAKTHKM JUTA
[peJOTBPALIEHHS WM CHUKEHHMS HaCTOTE! KpPOBOTEYEHHUH y ITAIMEHTOB C remodunuen A
(TspKenast hopma) PUMEHSETCs ImunK3zymad (Toprosoe Ha3BaHHE
npenapara I'emnu6pa), pKoueHHBH B nporpammy 14 B3H u B nepetdetb JKHBJIIL.
[Ipenapar BHECEH B KIMHHYCCKUC PEKOMEH/JAIMKM 10 JMarHOCTHKE 1 JIEYCHHIO
remodunuu. [emnnbpa — MOHOKIOHAJIBHOC AHTHTEN0, CIIOCOOHOE CBA3LIBATHCA ©
(axropaMH CBEPTHIBAHUS [Xa u X, 4TO 1MO3BOJISIET BOCCTAHOBUTD eCTeCTBEHHBIH KacKajl
CBEpTHIBAHMS KPOBH M [POLIECC CBEPTHIBAHNA KPOBH Y MalMEeHTOB € remohuinen A.

['emnubpa — npoduIaKTHIECKHI Npenapar, KOTOpPBIH BBOJMTCS TOJKOXHO, ITyTEM
MHbEKIMK TOTOBOIO K UCTIOJIb30BaHUIO pacTBOPA.

Eumle OfHO J[JOCTOMHCTBO Tpenapara — PONOHIMPOBaHHOe JeHCTBAE, W Bpad
MOJKET Tofo0parh sl MalHMeHTa yoGHBI PeXUM BBEJICHHMS — OT O/IHOTO pa3a B
HeseMo, 10 OJIHOrO paza B HYETbIpE HE/CIIH. [IpHBEp/KEHHOCTh Tepanuu ¢ TakhuM
PEXMMOM BBEJIEHHs TAKKe 3HATUTEIILHO [TOBBILLIAETCS, TOJIOKUTENLHO OTpaKasiCh Hd
KayecTBe KU3HU IMallMeHTOB.

HNHoraa MoKeT l'lOT[!EﬁOBaTbCﬂ IKCTPEHHOE BBEICHHE KOHLEHTPATOB gbalc'ropos
cBepThiBAHUA NPH KpOBOTEUYECHHUAX HJIH nepen XHpPYpruvecKuMu
BMelaTre/J 1 bcTBaAMH.

DMVt e e ———

IlpopuiaKkTHKA:

PerynsipHoe HaOJIIOCHUE Y Bpaya-remMarosuora.

CBOEBpPEMEHHOE BBEJICHHE MPEIaparos, cojiepiKaIlMX HEeJOCTAroIHe (hakxTOpbI
CBepTHIBAHUsI KPOBH, COITIACHO HA3HAICHHUIO Bpava.

Baskio COOBIMTE 0 reMOGUINK BCeM JIEHalluM BpadaM (BKITFOUAS CTOMATOJIOrOB)
1 HOCHTH TIpH cebe nHMOpMaIMIO O CBOEM 3a00J1eBaHHH.

Pexomenyercsi usberarh npuema Iperaparos, BIMSFOIMX Ha CBEPThIBAEMOCTH
KpoBH, 0€3 Ha3Ha4YeHUs Bpada.

3ak/0ueHHe: ’

CBoeBpeMeHHas IMarHoCTHKa, peryIipHoe eyeHye ¥ coOMIoie e PeKOMEeH Al
Bpaya [O3BOJISIOT TMANMEHTaM  C reMousidel BECTH JONTYI0 H TOJTHOLICHHYO
sKu3Hb. UHOOPMUPOBAaHHOCTE M OTBETCTBEHHOC OTHOLLEHHE K CBOEMY 3/10POBBIO —
KJIFOY K YCIICLIIHOMY YIpaBJICHHIO 3a00JieBaHUEM.



