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BBEAEHMUE

Hecmotps Ha TO, 4T0 3 dekTnBHas Tepanys reMopuInm CyIeCTBYeT, II0 KpailHeit Mepe, yxe 30 /1eT, 10 cux
IO OCTAIOTCS HepPeIIEHHbIMI MHOTIE BOIIPOCHI, CBSI3AHHBIE C JIeYeHIIEM 3TOTO 3a00/IeBaHNs, B 0COOEHHOCTI
Kacarolyecs 103 M IPOJO/DKUTEIbHOCTY Tepanuy 3aMelieHns pakTopa Ipy pasJINdHbIX TUIIAX KPOBOTEYEHMIL,
VHA YKLV UMMYHHOJ TOJIEPAHTHOCTY U XMPYPIUYeCKOil IPO(PUIaKTUKIA.

Bo MHOIMX cTpaHax, HAYMHAIONIVX CO3/IaBaTh y ce0s CUCTeMY yXo/ia 3a 60IbHBIMU TeMODUINE, OTCYTCTBYIOT
CTaH/IapTHBIE IIPOTOKOJIBI, O0ecIeynBalole paBIIbHOe nedeHne remodumm. [To mepe Toro, kak Becemnpnas
¢denepauns remopuuu (BOT) pacmmpser pa3nmyHble IPOrpaMMBl 110 YITYYIICHNIO BCEMUPHOI CHCTEMBI YXO7a
3a 60/bHBIMM TeModuIneit, BO3pacTaeT KOMMYECTBO 3aABOK Ha pa3pabOTKY CTaHIapTHOTO PYKOBOZACTBA,
KOoTOpoe obecnieynsio Obl 6a30BbIl YPOBEHb YXO/a B CTPaHaX C OTPAHNYEHHBIMY 9KOHOMIYECKVMI PeCcypcaM.

[TockoNbKY YHMBEPCaIbHOIO PYKOBOACTBA IO JIEYeHNIO reMOGIINY He CyliecTBoBano, B 2003 rogy BOT
ydapennia pabodyio IpymIy i pa3paboTKM TAKOTO PYKOBOACTBA. JTa TPYIINa, B KOTOPYI0 BXO#AT Ilon
Ixuarpange, Man Uny Iy, Mapu Uya, Auryc MakKpo, [I>xepom Bupens n Anox Illpusacrasa (IIpexncenarens),
py 106e3HOM pefaKTOPCKOM copieiicTBM Jnusabet Maitins us mrab-ksaptupsl BOT paspaborana gaHHBI
HOKYMEHT.

B cumy oTcyTCTBMA HafI&KHBIX CBUIETENbCTB O CYLIeCTBOBAHUY B IAHHOE BpeMs IIPOTOKOJIOB IIPAKTIYeCKOTO
JledeHNs reMoGIINM IpUBeREHHAs 3[eCh MH(OpMALMsA B3ATa B OCHOBHOM 13 ONyO/IMKOBAHHBIX COI/IACOBAHHBIX
MEeTOZMYECKUX TOCOOMIT PAa3INIHBIX LIEHTPOB WM CTPaH, BK/II0Yast oprannsanuio «lemopumus [xopmxum»
(CIIA), Accoumanuio gupektopoB KnnHKK remobunuu Kananel, Hanmonanpusiit donp remobunuu (CIIA),
VTanpsaHckylo acconyanuio neHTpos reMopummy, Peneparuio remopvmuu (Vupusa) n FOxHOoadprkaHcKkmit
¢donz remopuny. bpiy IpoBeReHbl KOHCYIBTALNN C AMPeKTOpaMy MeXXTyHapOQHbIX y4eOHbIX 1IeHTPOB
remopumuy BOT, a Takxe 1eHTpoB, yyacTBytoumx B [Tporpamme JIBoitnukos (Twinning Program) BOT. B
IAHHYIO PelaKI[MI0 HACTOAIIEr0 PyKOBOJCTBA BOMLIIN IIPEINIOXKeH) A MHOTUX 9TUX Bpaueil, 3a KOTOpble MbI
BBIpa)KaeM CBOIO OTarOapHOCTD, 8 TAK)XKe IPU3HATEIbHOCTD 32 TIOC/IeAyole KoMmMeHTapyn. [1o Mepe — win B
CTy4ae — MOsABJIEHNA HOBBIX JaHHBIX O PAa3/IMYHbIX aCIEKTaX JIeYeHNUA reMOPIINN HACTOAIIee PyKOBOJICTBO
OyzeT mpy HeoOXOAMMOCTY OOHOBIIATHCA U TTepepabaThIBaThCA.

ITerrb JaHHOTO PYKOBOACTBA — 00€CIIeYNTb IPOTOKOIAMY JIEUEHNA Te LIeHTPbI, KOTOPbIe IIPUCTYIAIOT K OpraHy-
3alUM CUCTeMBI YXOfia 3a 60bHBIMY reModuneit. KpoMe TOro, 0HO MOXKeT OKa3aTbCs MOTE3HbIM JiIA
CTaHJAPTU3ALMM YXOfIa B TeX LIEHTPaX, I7ie TaKas CUCTeMa yxe cyulecTByeT. BOI Hameercs, 4To HaHHAA y6/IN-
Kallysi CTaHeT IOJIe3HBIM II0COOMeM /IS TeX, KTO He OYeHb XOPOIIO 3HAKOM C JIedeHIeM 3TOT0 3a00/ieBaHMs, 1
CTaHeT HeOO/IbIINM IIIATOM HA ITyTH K OpraHM3anuy 6ojee COITaCOBAaHHOTO YXO/a 3a OObHBIMI TeMOpIINeil BO
BCEM MMpe - IO TeX IO, ITI0Ka He CTaHeT BO3MOXKHOII ITPAKTIKA, OCHOBAHHAs Ha (PaKTMYECKUX JAHHBIX.

Anox llpuBactaBa, -p MEAUIMHCKUX HAyK
Pa6ouas rpynmna no paspaborke pykoBopctsa BOT
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PASOEN 1

OBLWMHE BOMNMPOCHI NTEYHEHUA TEMOPUNTUN

Yro Takoe remodpunua?

o Temodumusa - 370 cremIeHHOE ¢ X-XpOMOCOMOJ BPOXK/ICHHOE HapYyIlIeHMe CBEPTHIBAEMOCTY KPOB,
BO3HMKAOIIee IPYMEPHO Y KAKJOTO JeCATUTBICAIHOTO MIa/IeHIIa.

o Temo¢unus BbisbBaeTcs feduiuroM Koaryaupyouero ¢pakropa VIII (FVIII) (remodunusa A) mn
¢akropa IX (FIX) (remo¢unusa B), cBA3aHHOTO ¢ MyTanAMM reHa (paKkTopa CBEPTHIBAEMOCTY KPOBIL

« KomnuecTBo nmrozeit ¢ remodumeit B Mupe oreHuBaeTcst mpuMmepHo B 400 000 yenoBexk.
o Temodumua A BcTpedaercs daie, yeM reModumus B, u cocraBnsger 80-85% ob1ero 4mcrna coydaes.

e« C IIOMOLIBbI0 COBPEMEHHBIX CPEACTB IPOAO/DKUTE/IbPHOCTD JKU3HU JINL, CTpaJarominx BpO)K]IéHHOIZ
I‘eMO(l)I/UII/Ief;I, IIpy 1€YEeHNM COBPEMEHHBIMI METOAAMM NO/DKHA HpI/I6}II/I)KaTbCH K OOBIYHOIL.

AuarHoctuka remopunmm

[ apdexTBHOrO eveHNs BaXKHa U KpaiiHe CYI[eCTBeHHA TOYHAs AMArHOCTYKA. [eModummio cregyer mopos3-
peBaTh y MALMEHTOB, B UCTOPUY OOEe3HU KOTOPBIX YKa3aHO:

o JIérkoe nmosiBjieHMe CMHAKOB B pAaHHEM JIeTCTBE;
« CroHTaHHOe KpoBOM3MUAHNE (0COOEHHO B CYCTaBBI M MATKIE TKAHN); @ TAKKe
o YpesmepHOE KpOBOTEYEHME ITOCTIE TPABMBbI VIV XVPYPIMYECKOTO BMEIIATENbCTBA.

Xorts reModunsa 06bIYHO COPOBOXKAAET YeTOBEKA Ha MIPOTXKEHUY BCell )KU3HY, Y HEKOTOPBIX JIeTell, CTpajia-
IOLIMX CUJIBHOI reMouIneit, CMMITOMBI KPOBOTEYEHMsI MOTYT OTCYTCTBOBATb /IO OKOHYaHMA IEPBOTO Tofja
KVM3HM WIN HO3JIHee, IO TeX MOp, II0Ka peOEHOK He Ha4MHAeT XOAUTD U II03HAaBaTh MUP BOKPYT cebs. Y i,
CTpafialolnX IETKON popMoit reModuIny, Ype3MepHOe KPOBOTeUeHIe MOXKEeT OTCYTCTBOBATD JJO IIEPBOIL
TPaBMbl WJI XMPYPIUIECKOTO BMENIATENbCTBA.

o VI3ydeHnio 06BIYHO OABEPraeTCsl UCTOPYS KPOBOTEUEHMI B ceMbe. [eModuis Jalie mopakaeT niy
MY>KCKOT0 1o/1a co ctoponsl MaTepu. OngHako u reH FVIII, u ren FIX cK/IOHHBI K HOBBIM MyTaluAM, U
IIO3TOMY B CEMbAX OKOJIO 1/3 Bcex MalMeHTOB MCTOPUSA TaKUX HapYIIEHUI OTCYTCTBYET.

o CKpUHMHI-TECTBI OOBIYHO ITOKA3bIBAIOT YBEMNYEH)Ee aKTYBYPOBAHHOTO YaCTUIHOTO
TpoM6omacTuHOBOro Bpemenu (AYTB) npu TsoKEnbIx U cpegHux Gpopmax 3aboeBaHms, HO MOTYT He
MIOKa3aTh 9TOTO IpM IETKUX PopMax. [JokasaTeNbHBIIl [UATHO3 3aBUCKUT OT PaKTOp-aHaIN3a, KOTOPBIN
nonTBepxaaet Hanmnuue gebunura FVIII wan FIX.

o CremneHb TsKeCTH HapyLIEHUIT CBEPTHIBAEMOCTY KPOBY PV reMOPUINy OOBIYHO 3aBUCUT OT YPOBHSA
baxTOpa CBEPTHIBAEMOCTY KPOBH, KaK IMOKA3aHO B HIDKEC/IeAYIOIeil Tabmuite.
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CteneHb | YpoBeHb paKTOpa CBEPTLIBAEMOCTU
TAXKECTU KpoBu % aktusHocTu (IU/mn) Cnyyam KposoTeueHus

. CIIOHTaHHOE KPOBOM3/IUAHME, ITTABHBIM
Tmxémas 1% (< 0,01) P ’
006pa3oM B CYCTaBBI I MbIILIIEYHbIE TKAHU

Cpennssa 1%-5% (0,01-0,05) CunbHOe KpOBOTe4YeHNe IIpY TPaBMe,
XUPYPIrUYecKOM BMeIIaTeIbCTBE

Hepmo,uw{ea(oe CIIOHTAaHHO€ KpOBOTE€YEHNE.

.. CunpHOE KpOBOTeYEHNE IPU CEPbE3HON
o/ _ 0 —
Jerkas 5%-40% (0,05-0,40) TpaBMe WV XMPYPIUYECKOI ollepanum

Buabl KpoBoTeueHuit npu remopunmnu

Jlokanusayusa kpoeomeyeHulii

CepbésHble OmnacHble /14 >KU3HNN

« CycTaBbl (reMapTpo3) « [lenrpanpHas HepBHas cuctema (IJHC)
o MBIIIITBI/MATKME TKAaHN o JKenynouno-xumeunsiit Tpakt (KKT)
» Pot/pécubl/HOC o llles/ropno

o [emaTypusa » Cepbé3Has TpaBMa

Yacmoma Kpoeome'-leHuii Ha passnu4yYHbIX yYacmKax mena

o [emapTpos: 70%-80% « [lpyrue cunbHble KpoBOTeueHUs: 5%-10%

o Mbrbl/Markue tTkauam:10%-20% e Ilentpanbuas HepBHas cuctema (ITHC): <5%

Yacmoma Kpoeou3nuaHuli 6 pazau4yHsie cycmasol:

» Koneno: 45% o 3amsacTtbe: 3%
o JIoxoTnb: 30% » begpo: 2%
o Jlogpoxka: 15% o [Ipyrue cycraBsl: 2%

o [Tneuo: 3%

XpOoHHUYECKue 0CNOXKHEeHUA npu remopunmnm

4 PYKOBOACTBO MO NIEYEHWIO TEMODUINK

e  OcnoXHEeHMSA B KOCTHO-MBIIIEYHO CIUCTEME
- XpoHnyeckas reMopuandecKas apTponaTusi;
¢ XpOHMYECKUI CUHOBHUT;
+ Jledpopmupytomias apTponaTus;
- Kourpakrypsr;
- TlceBpmoomyxosneBble 06pa3oBaHus (MATKMe TKAHU U KOCTN);
- Ilepenomsr;

o WMuruburopst bakropos FVIII/FIX;




] MH(beKIlI/II/I, CBsA3aHHDbIE C IIE€pEIMBAaHNEM KPpOBU U BbI3bIBAaIOIINE 03a004YE€HHOCTD Yy L, CTpajgaromnx

reModuet:

- Bupyc nmmyHopeduunra yenosexa (BIY); - Bwupyc rematura A (BI'A);
- Bupyc renarura B (BI'B); - IlapsoBupyc B19;

- Bupyc renarura C (BI'C); - IIpoune.

Hocutenu reHa romopunum

SBnsasAcy HapylI€HVEM, CLUETIJIEHHBIM C X-XPOMOCOMOP‘[, JaHHasA 6071e3Hb OOBIYHO IIopaka€T MY>K49MH, B TO BpeM:
KaK HOCUTEIAMMU I'€Ha I'OMO(bI/I}II/H/I ABIAIOTCA JKCHIIMHBI.

e bBonpmmmHCTBO HOCUTENEN TeHa I‘OMO(bI/[}II/H/I ABIIAIOTCA 0€CCUMIITOMHBIMIL.

o Y HEKOTOPBIX HOCHUTeIeN reHa TOMOGVINY YPOBHM (aKTOPOB CBEPTHIBAEMOCTI KPOBY MOTYT OBITh
XapaKTePHBIMU /IS TeMOPIINU — B OCHOBHOM B JIETKOII POpPMe, - OHAKO B PEAKNUX CTy4asX YPOBHU
HOCHTE/Y reHa TOMOQIIINY MOTYT OTHOCUTbBCS K CPelHelt MM TsDKENMoN GpopMe 1o IpUYHe KpaiiHeit
JIalOHMU3aI V.

« Y Hocurenel reHa roMoGuUIMM C ypOBHAMYU (PaKTOPOB, HAXOAALIMMIICA B AMAIa30He reMopuIny,
IPU3HAKM KPOBOTEYEHM MOTYT 3aBJCEThb OT CTENeH) HeJOCTaTOYHOCTH (PaKTOPOB CBEPTHIBAEMOCTH
KPOBU, 0COOEHHO IIPY TPaBMax U BO BpeMs XMPYPrU4eCKOro BMeIIaTeIbCTBA.

o Y nuil, CTpajjaloIMX JOCTATOYHO HU3KUMM YPOBHAMMU GakTopoB (<30%), KpOBOTEeUeHNE 3a4acTyI0
nposBsiercs B GopMe MeHopparuu. [Ijist perynupoBaHus CMITOMOB MOXKHO IIPUMEHSATD
mepopaabHble MPOTUBO3aYaTOYHbIE AaHTUDUOPUHOMUTIYECKIIE CPENICTBA.

« Taxux HocuTesnel reHa TOMOQWINM CTIEAYyeT OTHOCUTD K JIMIIAM, CTPaJaioIiuM reModumen
COOTBETCTBYIOLIEN CTETIeHM TAKECTH, M 0OpalaThCs C HYMU HaJIeXKaIIM 00pa3oM.

« Heob6xonumo npoBepuTh ypoBHM (HAKTOPOB Y ONIVDKANIINX POJACTBEHHMKOB (MaTepeli, cecTép u
floyepeit) UIa, CTpafaoliero reModumert, 0CO6EHHO 10 HavYajIa M0ObIX MHBA3UBHBIX IPOLEAYP WIN
I TOSIBIEHUM KaKMX-T1O0 CUMIITOMOB.

KomnnekcHoe meauumHcKoe 06cnyKuBaHue

Temodumna — OTHOCUTENBHO pefiKoe HapyIleHue, KOTOPOe, OfHAKO, IIPEICTABIAET COOO0I CTTOKHOCTD 1A
AMATHOCTUKY U edeHns1. ONTHMaIbHOE JIeYeHe TaK/X IallMeHTOB, 0COOEHHO TeX, KTO CTpafiaeT 3ab0/eBaHyeM
B TsDKEON QopMe, TpebyeT 60/ee cepbE3HBIX Mep, YeM Tepanus U NpefoTBpalleHlie CUIbHOTO KPOBOTeUeHNA.

KinroueBbIMU acrieKTaMm YAYy4YII€HMA COCTOAHMA 340POBbA U IIOBBINICHN A Ka9€CTBA XXNU3HN ABIAIOTCA:

o IIpemoTBpauieHne KpOBOTEUEHUI];

o Jlonrocpo4Hoe fie4yeHue NOBPEX/I€HNUII CYCTaBOB M MBIIILI, a TAKXXe APYTUX NOCTIeNCTBUI
KPOBOTEUEHNS;

o JleyeHue OCITOXXKHEHUII TOC/IE TEPATINN, BK/TIOYAS:
- PasBurtre MHrMOUTOPOB; a TAKXKe

- Bupycnymwo(sie) nadexunio(n), nepenaBaeMyo(ble) yepes Mpou3BOHbIE KPOBU U Tpebyromiyio(ue)
JUTNTeTIBHOTO JIEYeHISI.

ITtn nenn Tepanmny Iy4duie BCEro JOCTUTAaTCA 6p1/1ra110171 CIIENNANNCTOB 30paBOOXpaHEHN, KOTOPbIE obecreun-
BAalOT KOMIIZIEKCHOE€ ME€OMIINHCKOE 06C}IY>KI/IBaHI/Ie.
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Epueada KOMI/eKCHO20 MeauuUHCKOZO O6CﬂyJKU60HUﬂ

B upeane manueHTsl, cTpajaiiye reModune, JO/DKHBI IPOXOAUTD JIedeHle B [[eHTPaxX KOMIIIEKCHOTO
MEAMUIMHCKOTO OOCTY>KMBaHNUs, B KOTOPBIX Pab0TAI0T OpUrazibl, YKOMIUIEKTOBAHHbIE CIEAYIOUIVIMU OCHOB-
HBIMU CHEeLMaTNCTaMIU:

o Temaromor(n); o ®usnorepanesT; a TaKXe

» Kooppgunarop mencectép; o CouyanbHblil pabOTHMUK.

9TOT IepcoHas JO/DKeH 06/1a/laTh OIBITOM VM 3HAHUAMMY B 00/1aCTH JIedeH)sA HapyLIeHWii CBEPTHIBAEMOCTH
KpoBy. OCHOBHBIE WIEHBI OpUTabl JO/DKHBI IMETD JOCTYII K CICAYIOIMM pecypcaM obecriedeHN:

 Koarynsuunonnas naboparopysi, farolas BO3MO>KHOCTb aHAMM3MPOBATh (PaKTOPBI CBEPTHIBAEMOCTI
KPOBI 1 OOHAPY)XUBATh MHIMOUTOPHI;

« CooTBeTcTByIOLINE KOHIIEHTPAThI (PaKTOPOB CBEPTHIBAEMOCTY KPOBY, IMOO ITa3MeHHBbIe, 160
PEKOMOVHAHTHBIE; a TAK)KE

o Ilpy OTCyTCTBMM KOHIIEHTPAaTOB (pPaKTOPOB CBEPTHIBAEMOCTH KPOBM — GAHK KPOBU M OIBIT OATOTOBKI
cBe>xe3aMopoykeHHOI a3Mbl (C3I1), a Takke KpMOIIPELUIINTATA.

B kauectBe KOHCY/JIPTAaHTOB 11PN H€O6XOHI/IMOCTI/I MOJ/DKHBI ITPUBJIEKATHCA TaKNE CIIENANNCTDI, KaK:

« Xwupypr-oprornep; o leneruk;

o QusnorepaneBT/peBMaTOJIOT; o Temnarosor;

o Crenuanuct 10 TPYAOTEPATINIL; o Crennmanuct no MHPEKIMOHHBIM 3a00/IEBaHNUAM; A TAKXKe
o Cromaroror; o JIMMyHONOTL

B tex LEHTpaX, KOTOphbIE O6C}'IY)KI/IBaIOT MHOJXECTBO IMalIlI€EHTOB C XpPOHNYIECKNMMN Hp06}IeMaMI/I KOCTHO-
MBIIIIEYHOM CUCTEMBbI, BBI3BAHHBIMU YaCTBIMU KpOBOTE€UYEHMAMMN, B 9MC/I0O OCHOBHbBIX Y/ICHOB 6p1/1ra11b1 JOJIKEH
BXOOUTDb XUPYPT-OpTOIIEN. B 3aBucumocTu ot HYIDK 06CHY)KI/IBaeMbIX IMalilMM€HTOB B OCHOBHOIJI COCTaB
6p1/1ra,u131 MOTYT BK/IIO9aTbCA JOIIOTHUTENDbHDIE CIIELIIATIVICTDI.

3adayu npozpamMmmebel KOMMNAEKCHO20 MeauuUHCKOZO O6CﬂyH(UBGHUH

» OO6ecrneunBaTh WM KOOPAVMHMPOBATD YXOJ, M 00CTyXMBaHNUe IALVIEHTOB U UX CeMelt:

- Bce unenst 6purajibl JOMKHBI OCMATPUBATh KXK/OTO TAIMEHTA, TI0 MEHbIIIell Mepe, pa3 B TOfl
(mereit — pa3 B 6 MecsiileB) U JOBOMUTH TIAH KOMIUIEKCHOTO JIEYeHUsI [IO CBEEHNs MAI[MeHTa U BCEX
MNPVHUMAIIINX Y4acTHE B €ro JICYEHNMN.

- He6ombuine 1eHTPDI ¥ TUYHbIE BPauy MOTYT 00€CIIednBaTh eXKe[HEBHbII YXOJ IPY YCIOBUM
OCYILIeCTB/ICHVsI KOOPAVHALIMY U KOHCY/IBTALNIA C LIeHTPOM KOMIIJIEKCHOTO MEMIIMHCKOTO
06CTy)XMBaHMs, 0COOEHHO B OTHOLICHNMY [AL[VIEHTOB, )KMBYILIVX [a/eKo OT O/VDKalIIIero eHTpa
1o jeyeHnio remoprmu. O6MeH nHPOpManMeil UMeeT 3[ech OO/IbIIOe 3HAYCHNE.

o OO0yyarp MaIyeHTOB U YWIEHOB UX ceMbl (popureneit, cynpyra(y), geTeit ¥ IpOYKX), APYTUX
PabOTHVKOB 3[paBOOXpaHEHNsI, pAOOTHUKOB IIKOJI ¥ COTPYAHUKOB, YTOOBI FAPAaHTHPOBATD
YZIOB/IETBOPEHIE HY>KL /INL[A, CTPafaolero reModuineit.

» IIpoBoguTh UCCIENOBAHNA, TO3BOJIAIOLINE IIOTYYaTh HOBbIE 3HAHMSA U YIY4YIIaTh METO/bI JIeYEeHIAs
IaHHOTO 3a007meBaHyA. [I0CKONIbKY KOMMYECTBO MALMEHTOB B KAXK/JOM LIEHTPe MOXeT ObITb OTPaHIYEHO,
K/IMHWYECKIe VICCTIeOBAHIA JTyYllle IPOBOAUTD B COTPYAHNYECTBE C APYTUMM LIeHTPaMy TeMOGVIINN.

e Dbosbllloe 3HaueHNE UMeeT Be€ACHNE JOKYMEHTaIUN C YKa3aHNEM HpOBe}IéHHOI‘O Kypca jIedeHnsa n
q)MKCVIPOBaHI/IeM AONTOCPOYHOro pe3y/bTara, 0COOEHHO B OTHOIIIEHNUN Q)YHKI_H/IOHI/IPOBaHI/IH KOCTHO-
MBIIIIEYHOM CUCTEMBI.
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Cemobsa

ITockonbKy reMoguInsA CONPOBOX/AET MALMEHTa Ha IPOTHKEHUN BCell XU3HM, TPeOyeT IUTe/IbHOI
TepaIM ¥ MOXKET YTPOXKATb €r0 XKI3HM, OHA B OOJIBIION CTEIIEHN 3aTparuBaeT MHOTYE aCIIeKThl CeMeITHOI
xu3HA. [109TOMY Ba>KHO, 4TOOBI POAVUTENN, CYIPYTHU U APYTHUe WIEHbl CEMbM IAIVIEHTOB ObIIN 0OyUYeHbI,
OKa3bIBa/IM MalieHTaM MOAAEP>KKY M aKTMBHO y4aCTBOBa/IM BO BCEX acleKTaxX yXofa 3a HUMIU.

bpuraga KOMIIEKCHOTO MEAVIIHCKOTO 00CTy>XKMBaHNA JO/DKHA PACIIoiaraTh pecypcaMi i NHOATepKKI
YJIEHOB CeMbM JINIIA, 60/1bHOTrO reMogumeit. K ux 4mciy Mo>keT OTHOCUTBCS OIIpefie/ieHie pecypCcoB I
CTpaTeruii, IOMOTAIOIIMX PellaTh CIefyIOLye Ipo6IeMbl:

o Pucku 1 mpo6reMsl MOBCETHEBHO XI3HY, B YaCTHOCTY PeryIupoBaHiie KPOBOTEUEHIS;
o VI3MeHeHMsI, IPOUCXOASIINE HA Pa3HBIX CTAAMAX POCTA U PasBUTHUA IALVIEHTa;
« Bompocsr, kacatomyecs yu€6s! 1 pabOTBI IAIVIEHTa; a TAKXKe

o Puck nosiBeHns gpyroro pe6éHka ¢ TaKuM ke 3a60/1eBaHMeM U VIMEIOIIMecss BapMaHThI BbIOOpA.

OTH Ljeu JOCTUTAIOTCS MTOCPEACTBOM OOYYeHNs U KOHCY/IBTALINIA, @ TAKXKe ONpee/IeHNsI U MCIIO/Ib30BaHNs
pecypcos MecTHOro obiecTBa. Heo6xonmMo mo6ysxath Bcex WIEHOB CeMbY K B3aMMOJEIICTBIIO C Opuraoii
KOMIUIEKCHOTO 0OCTY>KMBaHNsA, YTOOBI HAMJTYYIINM 00pa3oM YIOBJIETBOPATD IIOTPEOHOCTY MAIMEHTa.

NeueHne remopunum

OCHOBbI MeOUYUHCKO20 06CAyHUBAHUA

K umcmy o61mux 0CHOB MEAMIIMHCKOTO OOCTY>KMBaHMSA IPY JIe9eHNN TeMOGUINM OTHOCATCS CIefyolue:

o Ilenpro MEAMIMHCKOTO OOCTY>KMBAHMSA JOIDKHO OBITH NPEROTBpallieH) e KPOBOTEUEHN.

o CunbHble KPOBOTEUEHNA CIelyeT OCTAaHABIMBATb B HAYA/IbHOI CTafiny (110 BO3MOXXHOCTH B T€UeHIEe
JIByX 9acOB).

o Tepamnua B foMalIHNUX YCIOBUAX [O/DKHA UCIIO/Ib30BATHCA TONIBKO /I OCTAHOBKI HEC/IOXKHBIX JIETKUX/
CpeHUX KPOBOTEYEHMUIL.

» Bce cubHbBIe KPOBOTEUEHNA JOKHBI YCTPAHATDHCA B YCIOBYAX KIVHUKYU MM OONTbHUIIBL.

 Jlo Havaa MOOBIX MHBA3VBHBIX NIPOLEAYP HEOOXOAVMO aTh MAIVIEHTY 3aMEHNUTe/Ib KOHIIeHTpaTa
¢dakropa cBéprbiBaeMocTy KpoBu mmt DDAVP, 4To6bI ;OCTHYB COOTBETCTBYIOLINX YPOBHEl (hakTopa.

U HaI_U/IEHTI)I MOJ/DKHDBI IPUAEPXKUBATbCA TaKOT'O CTU/IA J)KU3HN, KOTOpr7[ MO3BOJISIET B MAaKCUMaIbHON
cTeleHu u3berarb TpaBM.

o IlanyeHTaM HEOOXOMMO PEKOMEHIOBATD, YTOOBI OHM He IOIb30BAJINCh CPEACTBAMH, BIUAIIINMY Ha
GYHKIMIO TPOMOOIIUTOB, 0COOEHHO al[eTUICATULIVIOBOI KUCTOTOI (ASA) 1 HeCTepOUAHBIMU
npoTuBOBOCIaNUTeNbHbIMU cpencTBaMu (NSAIDS), 3a nckmodeHreM HeKOTOPBIX MHIMOUTOPOB
COX-2. be3onacHbpIMI a/bTePHATVBHBIMI 00/IEY TOIAIOMIVMY CPEeACTBAMM ABJIAIOTCS MapareTaMorn/
arleTaMMHOQEH.

o Crenyer nsberatb BHyTPMMBIIIEYHBIX UHBEKINI, CIOXKHOI (rIe60TOMMY U ITYHKLIUYU apTePUil.

o CrefiyeT NOOWIPATD Pery/IsApHbIe 3aHATHUA QUSMYECKUMI YIIPAKHEHVAMHI, CIIOCOOCTBYIO MM
PasBUTHUIO MYCKY/IATYPBbI, 3alUTe CYCTABOB 1 YIYYIIEHUIO (PU3NIECKOTO COCTOSHMSA MALMeHTOB.

o KoHTaKkTHBIX BUIOB CHIOPTa CiIefyeT n3berarh, OfHAKO IUIaBaHMeE 1 e3/ja Ha BeTIOCUIIeNie C
COOTBETCTBYIOLIMM OCHAIEHVEM JJO/DKHBI MOOIIPATHCA.
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Aelicmeus npu KposomeyeHuu

« B ClIydae€ CMJIbHOT'O KpOBOTEUEHNA HCO6XOJII/IMO IIpOBECTN MCC/IEAOBaHME Ha IIPEAMET JIOKa/IN3alinn
KpOBOTE€YEHNA U IIPUHATD TEPAIIEBTUYECKIE MEPDI KaK MO>KHO paHbIIIE.

o IlamyeHTHI OOBIYHO YYBCTBYIOT paHHME IIPU3HAKY KPOBOTEUEHMA JaXKe O MOAB/IeHN PU3NUecKX
CUMIITOMOB — y HMX 9aCTO BO3HMKAET ITOKaJ/IbIBAIOLIEe OLTYIIeHME IPENIyBCTBIYA MPUCTYIIA UJIN «aypar.
Tepanus Ha 9T0Jt cTafuM OBICTPO OCTAHAB/IMBAET KPOBOTEUEHE, YMEHbIIIas IIOBPEX/eHIe TKaHell I
II03BOJIAA UCIIONb30BaTh MEHbIIIee KOMNYIeCTBO KOHI[EHTPATOB (paKTopa CBEPTLIBAEMOCTY KPOBIL.

 Bce manyeHTsI JODKHBI IMETD IpY cebe B JIETKOJOCTYITHOM MeCTe Y0CTOBEepeHIe IMYHOCTH C
yKa3aHyeM iMarosa, popMsl 3a00/1eBaHNsA, HAIMYMA NHTMOUTOPA, TUIIA MCIIOTb3yeMbIX
MeJIUKaMEHTOB 11 KOHTaKTHOJ MH(pOPMAINH JIeYallero Bpada/KIMHUKNA. ITO 00/IEIYNT JIedeHe B
9KCTPEHHBIX CTy4YasiX ¥ YCTPAHUT HEOOXOAMMOCTD BBIIIOJTHEHNSA IPeBapUTETbHBIX MCCIELOBAHNUI 1O
Hadajia JIe4eHu.

o IIpu cMIBHBIX KPOBOTEUYEHMAX, OCOOEHHO B pajlOHe TOJIOBBI, LIV, TPY/JHON KIIeTKY, SKeTyLOYHO-
KUIIEYHOTO TPAKTa U OPIOLIHOI IIOTIOCTH, KOTOPbIe MOTYT YIPOXXaTbh )KM3HU NAIMEHTA, TePaINIo
crefyeT Ha4MHATh HEMEJIEHHO, IaXKe O 3aBEPLIEHN OLICHKMU.

» Ecnm agexBaTHas Tepanus He pelraet Ipo6eMy KpOBOTEUEHN, CIeyeT IPOBEPUTDb YPOBEHb (haKTOpa
CBEPTBHIBAEMOCTH KPOBM U, €C/IM YPOBEHDb OKAXKETC HEOXKVJAHHO HU3KMM, IIPOBEPUTD MHIMOUTOPBL.

o IIpumenenne gecmonpeccuna (DDAVP) MoxeT ocTaTOYHO BBICOKO NOAHATD ypoBeHb FVIII (B 2-8
pas Bblille 6a30BOr0O YPOBH:I) Y IAL[MEHTOB C JIETKOI U cpefHeit popMoit remodunum A.

AdononHumenosHoie mepeol

Hipkecnenyomniye TepaneBTH4ecKue CTpaTerny UMeEIOT O0/bIIoe 3HaUYeHe, 0COOEHHO B CTy4asx, KOT/ja
KOHIIEHTPAThl (paKTOpa CBEPTBIBAEMOCTI KPOBY OTPAHNYEHBI VIV HEJIOCTYIIHDI, ¥ MOTYT YMEHBLINTD Tpeby-
€MO€ KONMYECTBO TEPANIeBTUYECKUX CPENICTB.

o Ortppix, n1éxn, oxarne u nofgbéM (RICE) - 3T0 BakHbIe TOMIOTHUTE/IbHbIE MEPBI IIPU KPOBOMSIUAHUNA B
MBIIIIIBI U CYCTABBI, IOMMMO IIOBBILIEHVS YPOBHSA (aKTopa ¢ HOMOIIbI0 KOHLEHTPATOB (paKkTopa
CBEPTBHIBAEMOCTH KPOBM VIV IeCMOIIPECCHHA Ipy IeTKoil popme reModymuy A. MBIIIIBI ¥ CYCTaBBI €
KPOBOM3/INAHUAMYI MOXKHO 3a(MKCHPOBATh B COCTOSHNUM ITOKOS, HAJIOXKWB LIVMHY, TUIIC VIV UCTIONb3YS
KOCTBUIN WJIN KPeC/I0-KOMACKY. IIprMeHenNnA Xomofa/mysbIpeli co IbOM IIOMOTaeT CHU3UTD
BOCIIajIeHNe, OHAKO JIEN CTIefyeT 3aBEPHYTh B IIOJIOTEHIIE, @ He IIPUK/Ia[bIBaTh HEIOCPEICTBEHHO K
Koxxe. Jlel peKkoMeHAyeTCs IPUK/IafblBaTh Ha 20 MUHYT Ka)kKfible YeThbIpe-1eCThb YacoB 10 TeX MOp,
IIOKa OITYXOJ/Ib ¥ 6O/Ib He YMEHBIIATCH.

o AHTNGUOPUHOMNTIYECKUE CPEACTBA (HAIIP., TPAHEKCAaMOBasi KMC/IOTA, SIICHIOH-aMMHKAIIPOHOBAs
KICTIOTa) B TedeHre 5-10 nHelt 3¢ (PeKTUBHBI B Ka4eCTBe [JOIOTHUTENbHBIX CPefiCTB Py JIeYeHUN
KPOBOTEUEHUIT U3 CIIM3VUCTBIX (HAIp., KPOBOTEUEHIE 13 HOCA, PTa) VI IPUMEHAIOTCSA J/IsI YMEHbIICHNS
JVICIIO/Ib30BaHN A KOATY/IALMOHHBIX CPEICTB IIPY yAAJIeHUN 3y00B. DTUX CPEACTB C/IefyeT u3beraTb mpu
II0YeYHOM KPOBOTEYEHMM, IOCKO/IbKY HepaCTBOPMMbBIE TPOMOBI B IIOUEYHOI IOXaHKe ¥ MOUYETOYHMKE
MOTYT HeJICTBOBATb KaK KaMHH, YTO IIPMBOAVT K KOJIVIKEe B MOYETOYHMKE 1 HepomaTny,
00YyC/IOB/IEHHOI! 3aTPy/IHEHIEM OTTOKa MO4M. AHTU(UOPUHOMNTUYECKE CPEACTBA He C/IeflyeT aBaTh
OJIHOBPEMEHHO C HeaKTVBMPOBAaHHBIMY VIV aKTUBUPOBAHHBIMI KOHIIEHTPaTaM IIPOTPOMOMHOBOTO
KOMIIJIEKCA 13-32 BO3MOXXHBIX TPOMONYIECKMX OC/IOKHEHUIL.

(Cm. Pazpien 4: «PykoBOACTBO IO BBIOOPY KOHIIEHTPATOB (paKTOpa CBEPTHIBAEMOCTY KPOBM Y APYTUX
IIPENapaToB»).

o MOXXHO B pa3yMHOII CTelleH! UCIIO/Ib30BaTh HeKOoTOpble MHrMOMTOpbl COX-2 1mpu BoCIaneHnn
CYCTaBOB II0C/Ie CUTIBHOTO KPOBOTEUYEHNUA U IIPU XPOHUYIECKOM apTPUTe.
Tepanus e domawHuUX ycnoeusax

Tepanus 6 0oMAUHUX YCA08UAX TIO3BOJISIET OKAa3bIBATh IOMOIb HEMEJICHHO U TI03TOMY SBJISAETCS OITH-
MasIbHOU GOpMOIT Tepanuu Ha paHHeil cTafguu. B upjeane Takas Tepamnysi IPOBOAUTCS C IIOMOIIBIO
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KOHLIEHTPAaTOB Q)aKTopa CBéprIBaEMOCTI/I KpOBM MJIN MHBIX HI/IO(bI/I}II/ISI/IpOBaHHbIX Cp€naCTB, KOTOpbIE 6e30-
ITaCHbI 1 MOTYT XpPaHUTBCA B JOMAIITHEM XO/IOAM/IPHUKE U 6bICTp0 BOCCTaHABIMNBATbCA. O,I[HaKO Tepanuio 6
OOMAUHUX ycnosusx MOXXKHO IIPOBOONTD (XOTH 3TO MOYKET OBITDH HerOCTO) " € IIOMOUIbIO Kpuonpeunmnmurara,
€C/IN y Mall€HTa JoMa IMEETCA IIpOoCTasd, HO Ha,[[@)KHa}I MOpO3MIbHAsA KaMe€pa — HO KOHIEHTPAThl 3aMOPaKN-
BaTb HE C/IENyET.

o Tepamnust B JOMALIHUX YCTOBYSIX HO/DKHA IIPOBOANTHCS IO, CTPOTMM KOHTPOJIEM LIEHTpa
KOMIIIEKCHOTO MEVILIMHCKOTO OOCTY>KMBAHVSI ¥ HAYMHATHCSI [IOCTIe COOTBETCTBYIOLIEN IIOATOTOBKM 1
HOJITOTOBUTE/IBHOTO 00y4eHMs. BosMoxkHa pa3paboTKa IporpaMMsl cepTuduKanyy 1 HabmoeHme 3a
MeTOfJaM! Tepaluy BO BpeMs IOCEIeHNIT IPpeCcTaBUTeNIel ieHTpa.

« B mporpammy o6yueHus ciefyeT BKIIOUUTD OIpefe/ieHre KpOBOTEYEHVS U CBsA3aHHbIE C HUM
Hanbojiee 4acThle OC/IOXKHEHMSA, PacyéT 103, IOATOTOBKA, XpaHEeHNe U IpUMeHeHVe paKkTopa
CBEPTBIBAEMOCTH KPOBM, METOBI 00€33apa>kiBaHMsA, OCYLIECTB/ICHNE BeHEIyHKIUY (VIX HOCTyIa K
IIeHTPa/IbHOMY BEHO3HOMY KaTeTepy), BefleHue 3alMcell, a TaKKe HajyIeKalljee XpaHeHue 1
yTUImM3auns url u obpaiieHne ¢ IATHAMIU KPOBIL.

o KiroueBbIMM MOMEHTaMM TepallMy B JOMALIHKUX YC/IOBUAX SABJIIOTCA MOOIIpeHIe, TOAIepKKa I
KOHTPOJIb, IIPU 9TOM HEOOXOAMMO MepUOANYIecKY epecMaTpUBaTh IPOrpaMMy 00y4eHMsI, METOAbI 1
UIX COOTBeTCTBME. MOXKeT OBITh IpefIIicaHa PorpaMMa MeprogIIecKorl HOBTOPHOI cepTUPUKALIIL.

o TlaumeHTHI WV PORUTENN JO/DKHBI BECTH PETMCTPALIMIO KPOBOTEYEHMI C YKa3aHMeM JAThl I MecTa
KPOBOTEYEHVIsI, JO3MPOBKY U KOTMIECTBA MCIIONb30BAHHBIX IIPEIapaToB, a TAKXKe TI0OBIX
OTpULIATENbHBIX 3¢ (HEKTOB.

o Tepamusa B JOMAIIHUX YCTOBMAX JUIA IeTell MJIAJIIEr0 BO3pacTa MOKET HAYMHATBCA C 06ecredeHnsa
HaJjIe)Xalllell BEeHO3HOJ KaTeTepy3alliy 1 BBIIOMHATBCSA WIEHAMU CeMbY, IIPOIIeAIIMY
COOTBETCTBYIOLIee 0OyueHue. [leTy cTapliero Bo3pacra U MOAPOCTKY IPY MOAAEP>KKe CeMbY MOTYT
0CBOUTH CaMOMHQY3UIO.

o OcyecTB/eHNe MHBEKINIT MOXKET B 3HAUUTEIbHOI Mepe 00/1er4aTbCsl ¢ IIOMOIIBIO
MMIUIAaHTMPOBAHHOTO BeHO3HOTO jocTyma («IlopT-a-Kar»), omHaKo 9TO YpeBaTo BO3HMKHOBEHMEM
MeCTHOTO 3apakeH1st 1 TpoM603a. [I03TOMy pucKu 1 IperMyIecTBa TAKOTO METOAA CIefyeT B3BECUTD
¥ OOCYAUTD C MALMEHTOM V/V/IM POJUTEIIIMMA.

Mpogunakmuka

[TpodmnakTyka 3aK/I04aeTCsA B CUCTEMATYECKOM IpUMeHeH!) (GaKTOPOB CBEPTHIBAEMOCTH KPOBM C II€/IbIO
IpefoTBpalleHNs] KPOBOTEUEHMII 1 JO/DKHA SBJIATHCS LIe/IbI0 BCeX IPOrpaMM yXofa 3a 60/IbHbBIMU TeMopu-
Vel TO TOSB/IeHNsI HeoOXOAVIMbIX JIeKapCTBEHHBIX CPeJCTB.

 IIpaxTyka mepBMYHON NPOQPIIAKTUKI OCHOBAHA Ha SMIIMPUYECKOM BBIBOJIE O TOM, YTO ITAL[MEHTBI CO
cpenHet popmMoit reMOGIINY 11 YPOBHEM (paKTOpa CBEPTHIBAEMOCTI KPOBHU >1% peaKo CTpajjaioT OT
CIIOHTAQHHBIX KPOBOTEUEHMIA, IPU 9TOM (YHKI[MOHAIBHOCTD CYCTAaBOB COXPAHAETCS Y HMX HAMHOTO
nyqure. IIpodunakTiyeckoe 3ameljenne Gpakropa cBEPTHIBAEMOCTI KPOBY I0KA3aJI0 CBOIO MOJIE3HOCTD
flake B CITy4asx, KOIJja ypoBHM (aKTOpa HUKOIZA He IPeBBIIAioT 1%.

o [ITaumenram, cTpafaoIUM IOBTOPSIOMINMICA KPOBOU3MUAHUAMY, OCOOEHHO B OIpefie/IeHHbIe CYCTaBbI
(Lie7ieBbIe CYCTaBBI), MO)KHO ITPOBOANUTD KPATKOCPOUHYIO BTOPUYHYIO IPOPUIAKTUKY /IS IPePBIBAHNS
IVIK/Ia KpoBoTedeHnil. OHa MOXKeT COYeTaThCs C MHTEHCUBHON (M3MOTepaIueil I CUHOBYOPTE30M.

« IIpodumakrudeckoe IpuMeHeHNe KOHIIEHTPATOB (PaKTOpa CBEPTHIBAEMOCTI KPOBU PEKOMEHYeTCs
OCYIIECTB/IATD [0 3aHATUI MOTEHI[AIbHO TPAaBMOOIIACHBIMY BUJJAMM JIeSITeIBHOCTY, YTOOBI
MpefoTBPAaTUTb KPOBOTEUEHNE.

B Hacrosiee BpeMs HanOo/Iee 4acTO MpefyIaraeMbIM IPOTOKONIOM IPOGWIAKTUKI SIB/IAETCS MHQY3W
25-40 ME/Kr KOHIIEHTPATOB (paKTOpa CBEPTHIBAEMOCTY KPOBM TPY pas3a B HEEIIO ITAIMEHTaM C
reModuIveii A 11 iBa pasa B Hefle/o — ManueHTam ¢ reModwmeit B. OnHako ciefyeT nIpusHaTh, 4To
npodIaKTIKa MOXKET IIPOBOAUTHCSA TT0 MHOYKECTBY PasHBIX IIPOTOKO/IOB JiakKe B IIpefie/iaX OFHON CTPaHbI
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1 9TO oIlpeneieHe OITMMa/IbHOI'O peXXKnMa OCTaéTcs IE€/I0M 6YHY|H€I‘O. B HacToAlLlee BpeM: ITPpON3BOOUTCA
OLI€HKa pa3/INYHbIX IIPOTOKO/IOB HpOCbI/I}'IaKTI/I‘-IeCKOI‘O 3aMCIICHINA q)aKTOPOB CBépTI)IBaeMOCTI/I KpoOBIH.

o Takoit pexxuM IpoPUIAKTUKY Y AeTell MIa/jIIero Bo3pacTa (HO He Bceraa) TpebyeT BHepeHMs
YCTPOJICTBA BEHO3HOTO JOCTYIIA, KOTOPbII I HEOOXOAMMO CKPYIYIE3HO HO/EP>KUBATD B YUCTOTE BO
nsbexanne NHGEKIMOHHBIX OCTIOKHEHMIT U TIIATETbHO IPOMBIBATH IIOCTIE KAKIOTO UCIIOTb30BaHNA,
4TOOBI IPEOTBPATUTh 06pa3oBaHue CIyCTKOB B TpyOKe. CreyeT CpaBHUTD PUCKHU 1 60TIE3HEHHOCTD,
CBsI3aHHBIE C TAKVMMIU YCTPOICTBAMI, C IPEUMYIeCTBaMM, 00eCIeunBaeMbIMI PaHHE
TpOPUIAKTUKOI.

o IlepBuuHas nmpo¢umakTiKa B TOM BUfie, B KOTOPOM OHA IIPAKTUKYETCS B HAaCTOALIee BpeMs, SB/IAeTCA
TOPOTUM BUIOM JIEU€HNA U MOXKET OCYLeCTB/IATbCA TONIBKO IIPU BbIIeIEHUI 3HAaUUTE/IbHBIX PECYPCOB
JUIA JTe4eHVs TeMOQIINY KaK B Pa3BUTBIX CTPAHAX, TaK U J/I1 HEMHOTVIX IAL[IEHTOB B Pa3BUBAIOIIVIXCSA
CTpaHax, KOTOpble MOTYT IIO3BO/UTD e€ cebe. OgHaKO MpodMIaKTHKA IT0Ka3ala CBOK CIOCOOHOCTD
CHIDKATb KPOBOM3/IMAHME B CYCTaBBI C COXpaHEeHVeM UX (PYHKIVOHA/IbHOCTY M Y/Ty4IIaTh KayeCTBO
13HNU. [T09TOMY B JOITOCPOYHOIT IEPCIIEKTIBE OHA SABJIAETCA SKOHOMIYECKN Lie/Ieco06pasHoit, n6o
yCTpaHsAeT BBICOKVE 3aTPaThl Ha IIOC/IEAYIOlee TedeHNe IIOBPeXXIEHHBIX CYyCTaBOB. YTOOBI CHU3UTD
CTOMMOCTbD yXOJa 1 00eCIeunThb JOCTYII K NPOdIIAKTUKe OOTbIIeMy KOINYeCTBY OOIbHBIX B MUPE,
HeOoOXOVIMBI MICCTIeOBaHNUA PeHTa0eTbHOCTH, IPU3BaHHbIE YCTAHOBUTh MIHVMMAJIbHBIE IO3BI.

XupypauyecKoe emewamesibcmeo

[Tpu mpuMeHeHUM U30MPATEIbHOI XUPYPruu K 60/IbHBIM TeMOIINell IepBOCTEIIEHHOE 3HAUYeHNE VIMeeT
crnegymouiee:

« Xupyprudeckue IpOLeAypsl CIeAyeT IPOBOAUTD PV COTPYAHIYECTBE C OPUTa/Oi CIIeLMaNTNUCTOB,
VIMEIOIIVX OIIBIT JIeYeHNs TeMODIIINIL.

o Ilpouenyps! JO/DKHBI IPOBOANUTHCA B LIEHTPE, OCHAIIEHHOM COOTBETCTBYIOIUM 1a00PaTOPHBIM
o6opynoBaHeM, 06ecIeurBaOIIM HaI&XHOE HabMoeHNe 3a YpoBHeM (PaKTOPOB CBEPTHIBAEMOCTH
KPOBIL

» B mpeponepannoHHYIO OLIEHKY HO/DKEH BXOAUTD CKPYHUHT MHIMOMTOPOB.

o Xupyprudeckas onepanys JO/DKHA Ha3HAYaThCsl HA HAYA/IO HeJe/IM M HadajIo [Hs, YTOOBI B CIydae
He0oOXOAMMOCTY 00€eCIIeYNTh ONTUMAIBHYIO OALEPXKKY CO CTOPOHBI 1abopaTopuu 1 6aHKa KPOBIL.

 [lo Hayasa cepb€3HOrO XMPYpPru4eckoro BMeuIaTeIbcTBa Ipy reMopuIny ClIefyeT 00ecrednThb
Ha/IM4ye OCTATOYHOTO KO/IMYeCTBa KOHIIEHTPAaTOB (PaKTOPOB CBEPTHIBAEMOCT KPOBI.

o Jlo3upoBKa ¥ MPOJO/DKATENBHOCTD IIPYIMEHeHN)sI KOHIIEHTPAaTOB (aKTOPOB CBEPTHIBAEMOCTH KPOBMI
3aBJCUT OT THIIA BBIIIOJIHAEMOJI XVPYPrudeckoii onepanym (cM. Tabm. 1, cTp. 45).

Unaubumopei

[Tpumepro y 10%-15% 6onbHbIX reModumueit A u 1%-3% 6onbHBIX reModumeir B MOTyT IOSBUTBCA MHTH-
OUTOPBI, 3aTPYAHAIOLIVE JIeYeHNe C IOMOIIbI0 KOHIIEHTPaToB GakTopoB. Heobxonyumo nmerts B BUAY
cepyloniee:

o Y 6ONBUIMHCTBA MAIVIEHTOB MHIMOUTOPHI MOSB/IAIOTCSA HA PaHHe CTaguy — B TedeHue nepsbix 10-20
IHeJ TI0C/Ie Havasa JiedeHs.

. MHI‘I/I6I/ITOPIJI ¢ 6onbleit BEPOATHOCTDBIO MOI'YT IIOABUTDHCA Y 6O0JIPHBIX CO 3HAYNMTENIbHBIMY FeHHBIMMI
)Ie(l)eKTaMI/I, TaKVMMMU KaK fenenns Nin MHBEPCUA Ire¢HOB, reHeTUYeCKUit a6cyp)1 n MyTaum o CIiBUTOM
PaMKM CUUTbIBAHNA.

o VIHruOUTOPHI MOIYT HOCUTD CKOPOTEYHBIN XapaKTep, HeCMOTPS Ha IIOCTOSTHHOE 3aMelleHue
KOHKPeTHOTO ¢aKTOpa, 00bIYHO IIpy HM3KOM tuTpe (<5 BE).

o VY DalMeHTOB C TUTPaMM MHIMOUTOPOB = 5 BE (BbICOKOOTBEYAIOMMMI) MHIUOUTOPBI OOBIYHO HOCT
MIOCTOAHHBIN XapakTep. [Ipy OTCyTCTBUM [INTENBHOTO I€4eHN YPOBEHb TUTPOB MOXKET CHU3UTBCH,
HO IIOBTOPHOE JIedeHye depes 3-5 JHell MOXKET HaTh IOBTOPHYI0 aHAMHECTUYECKYIO peaKIIIo.

10 PYKOBOACTBO NO JIEYEHWUIO FEMO®U/INN



Y nmeTeit MHIMOUTOPHI C/IeAyeT IPOBepATh KaXKable 3-12 MecsAleB 1 Kax/ple 10-20 gHeit mocre
BMEIIATENIbCTBA, B 3aBYCUMOCTY OT TOTO, YTO HACTYIAET IIEPBBIM, a Y B3POC/IbIX — B 3aBUCUMOCTH OT
KAVHUYECKUX TTOKA3aHUIA.

HpOBepKa Ha I/IHI‘I/I6I/ITOpr AOJ/DKHA ITpOBOAUTHCA A0 Hadala XMPYPIrmiIeCKOro BMENIATENbCTBA, 1 €CIIN
KIIMHNYECKas peaKuns Ha aieKBAaTHOE /IEY€HE€ CBEPXOIITMA/IbHA.

BeTespa-TecTbl MOTYT He BBIABUTDH MHTMOUTOPOB C OYeHb HU3KMM YPOBHEM TUTPOB, OHM IPOSBIISAIOTCSA
B (hopMe HeJOCTATOYHO OBICTPOrO BO3BpALIEHN K HOpMe U/MIN YKOPOYEHHOTO Iepuosia
nonysbiBefenns (T-1/2) nocne nupysnit GpaKTOPOB CBEPTHIBAEMOCTI KPOB.

[eAcTBMA Npu KPOBOTEUEHUAX

Heﬁ[CTBI/IH IIpY KpOBOTEYEHMUAX Y ITAVMEHTOB C ]/IHI‘I/I6I/ITOpaMI/I OOJIDKHBI BBITIOTHATBCA ITOCIIE
KOHCY}'II)T&IU/II/UI C IEHTPOM, MEIOIVM OIIBIT JIEYEHNA TAKUX IMAIIVIEHTOB, 4 BCE€ IMALIMEHTDI C
Cepbé3HbIMI/[ KpOBOTE€YEHMAMMN TO/IKHBI IEYUTHCA B TaKNX LIEHTpaX.

Bri6op npemnapara JO/KeH OCHOBBIBATHCA Ha TUTPE MHIMOUTOPA, KIMHIYECKMX 3aIICSIX O peaKIun
MalJieHTa Ha JaHHBI [Mpemapar, a TAkKe MeCTe U XapaKTepe KpOBOTEUEHNA.

[TaryieHTaM ¢ HU3KOPEATMpPYIOLIMM UHIMOUTOPOM J/Is 3aMellleH)si KOHKPETHOTO (pakTopa MOXKeT
HOTPeOOBaThCS 3HAUUTENIBHO OOJIbIIAst 103a, €C/IM 9TO BO3MOXKHO, YTOOBI HEMTPaIN30BaTh MHIMOUTOP
MOBBILIEHHON aKTUBHOCTBIO (PaKTOPa M OCTAHOBUTH KPOBOTEUECHIIE.

ITaryieHTHI ¢ BBICOKOPEArupyIOLUM NHIMOUTOPOM, HO HUSKUM TUTPOM B SKCTPEHHBIX C/Ty4asiX MOTYT
HO/[BEpPraThCs TAKOMY >Ke JIeUeHUIO IO HACTYIUIeHNsI aHAMHECTIYEeCKOI peakiuy, (KoTopast HacTyIaer)
00BIYHO Yepe3 3-5 THelt, IpU UCK/IIYeHNM JaIbHEeIIero IpuMeHeH s Te4eOHO-TPOIIaKTUIeCKIX
CPeJiCTB.

[Tpu ypoBHe unrnbmuropa > 5 BE Maja BeposITHOCTD TOTO, YTO 3aMelljeHre KOHKPeTHOro ¢hakropa

3¢ $eKTUBHO MOAABUT UHTUOUTOP €3 TepaIuy ¢ HOCTOSHHON MH(QY3ueil 60/IbIINX K03.

K 4mcty anprepHaTVBHBIX ar€HTOB JU/IA JIEYEHV MALVIEHTOB C MIHTMOMTOPaMM IIpU reMOMV/INY OTHOCATCS
HapaJilelibHble CPEfICTBA, TaKMe KaK peKOMOMHaHTHbIII pakTop VIIa 11 KOHIIEHTpPaThl IPOTPOMOVMHOBOTO
KOMIUIEKCa, BK/IIOYasl TaK/e aKTUBUPOBaHHbIe KOHIIeHTpaThl, kKak FEIBA® 1 Autoplex”.

Annepruyeckue peakuum y nauMeHTOB C UHIMBUTopamu npu remopunmm B

I[TanyeHTHI ¢ MHIMOMTOpPamMy pu reModwy B MMeroT cBoro crenyduky, mpu KoTopoit 1o 50% ciydaesn
MOTYT MMETb OCTpbIe a/UIepriudecKue peakuny, BKmodas aHapwiakcyus Ha npueM FIX. Tak, BHOBb mpoan-
arHOCTMPOBAHHbIE TAIVIEHTHI C reModuneit B, 0co6eHHO Te, KTO MMeeT CeMeHYI0 MCTOPUIO 1/ WIN
reHeTn4ecKie fedeKThl, Ipefpaconaraome K pasBUTUI0 MHIMOUTOPA, JO/DKHDI IEYUTHCS B YCITOBUAX
KIVHVKMY VI OOTIbHMIIBL, T7ie IMeEeTCS BO3MOXKHOCTD JIEYeHVS OCTPBIX a/UIEPIUYeCKIX peaKInil B Te9eHIe
nepsbix 10-20 mpuMeHeHnit KoHLeHTpaToB FIX. Peaknua Mo)xeT IpoABUTHCA U MO3THEE, HO, BO3MOXHO, B
MeHee 0CTpoii hopMme.

MHAYKUMA UMMYHHOM TONEPaHTHOCTHU

Y manyeHToB ¢ MHIMOUTOpaMM Ipy reMoGUIMM A 3a4acTyi0 BO3SMOXKHA IMKBUALIVA MHIMOUTOPOB
HOCPEACTBOM MHAYKIY MMMYHHOI TonepanTHOCcTH (ITI). [lo cuxX nop nNpuMeHSAINCh PeXVMBI C
PasIMYHBIMU JO3MPOBKAMM, IIPY 3TOM ONTUMA/bHbII PEXMUM €Il€ IPeJCTOUT ONPeeNUTb.

Ilo navana tepanuu I'T] manuenTam ¢ BBICOKOI peaKTUBHOCTBIO CIefyeT usberars npenaparos FVIII,
94TOOBI JaTh BO3MOXXHOCTb CHM3UTDb TUTPBI MHTMOUTOPOB U 130€XKaTh BO3SHMKHOBEHM YCTOIYNBOII
aHAMHEeCTUYECKOI peakuyy. HekoTopble MallMeHThl MOTYT TaK)Ke pearupoBaTh Ha IIaCcCUBHbBIE
monexynbl FVIII B FEIBA®.

O611iero MHeHM 110 BOIIPOCY ONTMMAa/IbHON B03MpOoBKM U yacToThl o3 ipu ITI He cymiecTByeT; B
HacTosllee BpeMsl IPOBOAATCA MeX/[yHapOJHbIe VICC/IETOBAHMS, YTOOBI CPABHUTD Pe3y/IbTaThl
npumenenns 50 ME/kr Tpu pasa B Hefento 1 200 IU/KT exxefHeBHO.
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o OmpiT npumenenus ITI ans nanuentos ¢ remodunueit B n narnéuropamu orpanuyet. [IpuHIKIBL
JIe4eHNs TaKMX MallIeHTOB CXOIHBI C TeMU, YTO YKa3aHbl Bblllle, OFHAKO IIPOLIEHT yCIeXa HaMHOTO
HIDKe, 0COOEHHO Y JINLI, MHIMOUTOP KOTOPBIX CBA3AH C aljIeprudeckumM auaresoM. Kpome roro, y
HaLMeHTOB ¢ reModwnelt B u MHrMOUTOpaMM, UMEIONIIMM MCTOPYIO OCTPOI a//IEPTIUUeCKOil peaKIuu
Ha FIX, Bo Bpems ITI MokeT IpOABUTHCA HEPPOTUIECKUI CUHIPOM, KOTOPBIlT He BCETa 0OpaTum
nocnie npekpamenns tepamun [T1.

MepeBoAa NauneHTOB HA HOBble KOHLEHTPaATbI

Y nopasnAmoero 6OIbIIMHCTBA MAIMEHTOB IIEPeXOf] Ha APYTHe Ipernaparsl He IPUBOANT K PasBUTHUIO
VHIMO6MTOpOoB. OTHAKO B PEIKMX C/Ty4asAx y NAaLEeHTOB, IIOJBEPraBIUINXCS IPeBapUTEIbBHOMY JIeYeHMIO,
VIHTMOUTOPBI BO3HMKA/IN TIPY BBeJ,eHUM HOBBIX KOHIjeHTpaToB FVIIL. V Takux maryeHToB MHIMOUTOP
ycYe3al TOJIKO ITOC/Ie MCK/TIOUEHN S IIpenapara, BbI3bIBAIOLIETr0 HeOMaronpuATHYI0 peakiuo. Takum
06pa3oM, MalMEeHTOB, IIePeBOAMMbIX Ha HOBBIII KOHI[eHTpAT (aKTopa, ClIefAyeT Hab/IIofjaTh Ha IIpefMeT
PasBUTHSA NHTUOUTOPOB.

KoHcynbTMpoBaHue no Bonpocam HacneacTBeHHOCTU/npeHaTanbHaA ANMarHoCTUKa

» KoHcynbprupoBaHme 110 BOIPOCaM HACTIEeACTBEHHOCTY SBJIACTCA BaXXHOI 4acCTbhIO JIeYeHU A TeMOPUINM,
THIOMOTaro1Ieyl 60TbHBIM TeMOQUIINeli, HOCUTE/ISIM IreHa TOMOGYIINY U X CeMbsIM IIPUHIMATh 6ortee
OCO3HAHHOE pellIeHle O TOM, CTOUT IV 3aBOANTD peOE&HKa, eC/I CYIeCTBYeT BepOATHOCTDb TOTO, YTO Y
Hero OyzieT reMounA. B Hero BXOAWUT IIMPOKMIT KPYT TECTOB 110 AMATHOCTYUKE VI BBIABICHIIO
HOCHUTe/Iell TeHa ToMO(U/INy, a TakKe KOHCY/IbTUPOBaHMe Ha MHAMBUIYaTbHOI OCHOBE.

o+ IlpenaranbHas AMAarHOCTUKA OOBIYHO IIpeIaraeTcs B CIy4asx, KOIJia TOC/Ie ONpefeieH sl TOpaskeHs
IUIOfja pacCMaTpuBaeTcsA npepbiBaHMe 6epeMeHHOCTH. OIHAKO OHa MOXKeT MCIIONb30BaThCA U IJIS TOTO,
4TOOBI IOMOYDb CeMbe OATOTOBUTBCS 1 CIVIAHMPOBATh NpuéM ponos. Ecin mion nopaxéx
reModuneit, TO BCHOMOTaTeIbHBIX METONOB IIpMEMa POJOB JTydllle M30erarh.

o OCHOBHBIM METOJOM IIPEHATA/IbHOI AMAaTHOCTHUKY AB/IAETCS MYHKIVA BopcuH XopuoHa (CVS), nunmn
OumoIICKs, KOTOpask MOXKeT OCyIIeCTBAThCA Ha 10-11 Hepene 6epemenHocTH. E€ He cenyeT npoBoanTh
paHblIle 9TOTO CPOKa, IIOCKOJIBKY PaHHsAs OMOIICYS MOXKeT ObITh CBsI3aHa C HEIIPaBW/IbHBIM PasBUTIEM
KOHEYHOCTEN II0JA.

o Ha 12-15 Hefiene 6epeMeHHOCTY MOXKHO MTPOBONTH AMHMOIIEHTES.

o Bce nHBa3suBHBIE METOMDI, MCIOIb3yeMble IPEHATAIbHOM AYaTHOCTUKOM, MOTYT BbI3BaTh
KPOBOTEYEHI y MaTepy U IUIOZA 1, €C/IV MaTh VIMeeT OTPUIIATE/IbHBI pe3yc-paKTop, el clenyer
HaBaThb aHTU-D-MMMyHOITOOY/IMH.

o IToCKOMBKY 9TU NPOLEAYPbI BBIIOMHAIOTCS Ha PaHHeN cTaauy 6epeMeHHOCTH 1O 3HAYUTE/TbHOTO
noBbINIeHNA ypoBHA ¢dakTopa VIII, To 1 mpenoTBpalieHns KpOBOTEYEHNUI Y MaTepH, eC/Iu y Hee
3TOT ypoBeHb HiKe 50%, MOXXeT IMOTpeOOBaThCs NMOAfep>KKa TeMOCTATIYECKIMY CPefICTBAMIL.

PoxxpeHune geteit ¢ U3BeCTHON UK nopo3peBaemoi remopunmen

o PoxxmeHue mereii ¢ U3BECTHON WU TIOO3peBaeMoil reModuIelt JOKHO OBITh aTpaBMAaTUYECKIM,
4TOOBI CHUBNUTD PUCK KpOoBOTedeHus. VI30eraiiTe pyMeHeHNs LINUIILIOB MM BaKyyMHO 9KCTPaKLINN
IIpY BaTMHA/JbHBIX POfiaX, a TAK)Ke MHBA3MBHBIX IIPOLEAYP K IUIOAY, TAKMX KaK aHa/lIN3 KPOBU KOXMI
TOJIOBBI IJIOfA U BBeJleHNe BHYTPEHHUX 37IEKTPOJOB B KOXKY T'O/IOBBI IIJIOZA.

« Y HOCuTeIell reHa roMOGIINY C OYeHb HU3KMMU YpoBHAMU (pakTopa (<50%) Heo6XoauMo 3aMelljeHne
daxTopa CBEPTHIBAEMOCTI KPOBY A/IsI IPOBEAEHMS XUPYPIUIECKNX WM MHBA3MBHBIX IIPOLIEAYP,
BKJ/II0Yasi POJbI, HECMOTPSI Ha TO, 4T0 ypoBHM FVIII Bo BpeMst BTOPOTO 1 TPETbhero TPUMECTPOB
06BIYHO MMOZHMMAIOTCS 10 HOPMa/bHbBIX ITapaMeTpoB. [IoTpe6HOCTD B 3amerennnu ¢gakropa
CBEPTHIBAEMOCTH KPOBHU C/IefyeT IIAHMPOBATh BO BpeMs IIPEHATaIbHOTO TIepHOJa.
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BakuunHauma

HaLU/IeHTOB C HapylIeHNAMU CBéprIBaeMOCTI/I KpOBU CI€AYyET BaKIVMHNPOBATbh, OMHAKO X BaKIMHALINA JOIKHA
OBITH HOHKO)KHOI/UI, a HE BHYTpI/IMbIIlIe‘IHOf/i. H€O6XOJ_U/IMO IIOMHUTD O CJIEAYIOIINX MOMEHTAX!

o CregyeT nsberarb NpYMeHEHV >KMBBIX BUPYCHBIX BaKIVH (TaKMX KaK IPOTVBOIIOTNOMUEITHbIE
BaKIIMHbI TIepopanbHOro BosfeiicTBust, MMR) B otHomennn BUY-nudumpoBannsix mui,.

o BUY-nupunmpoBaHHBIM 60IBHBIM TeMODUIINEN ClIefyeT faBaTh THEBMOKOKKOBbIE 1 €XKeTOfIHbIe
MpOTUBOTPUIIIO3HbIE BaKIIVHBL.

o Jlna Bcex GONBHBIX renaTuToM B 1 A Ba>kHa MMMYHM3aLMsA, KOTOPYI0 MOXKHO IIPOBOAUTH C OMOIIIbIO
MOJKOXKHBIX, HO He BHYTPMMBIIIE€YHBIX NHBEKIVIL.

o UeHsl ceMbl, KOTOpPBIE OepPYT B PyKM JledeOHO-TIPOodIIaKTIUYeCKIe CPeCTBA, TAaKXKe JOIDKHBI
BaKIMHMPOBATHCS; OHAKO 9TO He CTO/Ib BAKHO J/ISI TeX, KTO MCIIOIb3yeT HOpMaIbHbIi
MMMYHOIJIOOY/IVH.

McuxocoumanbHble BONPOCHI

BonbHble reModumeit 1 UX ceMbU HY>KIAIOTCS B IICUXOIOTMYECKOI ¥ COL[MAIbHOI MOJeP>KKe B CBOeN 6opbbe ¢
XPOHMYECKOI 60/Ie3HBI0, 3a4aCTYI0 CONPSHKEHHOIL € 6O/IBIO U MHOTAA ONAcHOM [ist xusHu. KpoMe Toro, oHa
ABJIsIeTCS (PUMHAHCOBBIM OpeMeHeM U HajlaraeT OrpaHMYeHNsl Ha HEKOTOPbIe aClIeKThl HOPMa/IbHOM SKM3HIL.

Hipke cenyioT peKoMeHaluy [0 OKa3aHMIO IOMOIIY OO/IbHBIM TeMOMIIINeN 1 X CEMbSIM B IIPEOROIeHUN
MICUXOTOTUYIECKMX ACIIEKTOB 3TOM 60Ie3HIL:

o IIpexpe 4eM COOOIINTD O AUATHO3€, IIOATOTOBbTE MALMEHTOB K BOCIPUATHIO ITIOXOI HOBOCTH,
obcynnTe eé ¢ HUMM, UCIIONb3Ys MPOCThIE C/IOBA, U IaliTe UM BO3MOXKHOCTD BBIPA3UTh CBOY YyBCTBA B
CBSI3M C TAKMMU M3BECTUSAMIU. VIM HY>KHa YBEpEHHOCTDb B TOM, YTO 1 IIOMOIIlb, I JIeYeHIIe UM
obecrieyeHsl.

U HPI/I SaMEJIJ'IeHHOI/UI peaknyin Hy>XKHO pacliO3HaTb €€ 1 TIOMOYb MManMeHTy pa306paTbcs{ CO CBOMMUI
SMOIIMAMMN. 3360TY " IOAAEPIKKY C/IeNYET OKa3bIBaTb OCTOPOXXHO.

o Ecnmm manyeHTy mpescTOUT HOBEPTHYTHCS KaKOIi-Mnub0 mpoLeaype, IoApoOHO 0OBACHNUTE eMY 3Ty
HpPOLeAYPY TepMIHAMY, KOTOPbIE OH B COCTOSIHMM TTOHATD. He CKpbIBaiiTe OT Hero 60/1e3HEHHOCTD
MpOLEAYPHl U BOSMOXKHbBIE OCTO>KHeHM:A. OTBevaliTe Ha BOIPOCHI, KOTOPble MOT'YT BOSHUKHYTD Y
HaleHTa.

« DBopbba c xpoHndecknm 3aboeBaHeM MOXKET IPUBECTI K MICTOLEHNIO PU3NIECKMX M AYLIEBHBIX CHTL.
YMmeliTe pasnudaTh NPU3HAKY 3TOTO COCTOSHNA U MOMOTaiiTe MALlEeHTY IEPEXUTD 3TOT IEPUOT, €TO
Ku3HU. [laBaiiTe eMy peKOMeHJalMM Y OKa3bIBaliTe IOAIEPXKKY B BeIeHUM 3TOM OOPHOBDI.

« B cnydae, ecny manyeHTsI — AeTH, pasTOBapMBaiiTe C HUMM, a He C X pOANUTEIAMI. MHorue fetn
CIIOCOOHBI IOHATD JOBOTIBHO MHOTO O CBOeJi 00JIe3HN U IIOMOTaTh Bpauy, eC/IM OHM IPaBUIbHO
MHPOPMMPOBAHBI U OOYYEHBI.

o He obpensaiiTe BHUMaHIeM UX 3[J0POBBIX OpaTheB U CECTED.

o CouyanbHblil pabOTHMK TO/KEH OKa3bIBaTh MOANEPIKKY MALMEHTY 1 ero ceMbe. B cmyvasnx, korga
COLIMAIbHBIN PaOOTHUK OTCYTCTBYeET, IIPM30BUTE HAa IIOMOIb MECTHbIE IPYIIINbI VIV OPTaHU3ALIVIN,
KOTOPYIO MOTYT OKa3aTh CTOJIb HEOOXONUMYIO ITOATEPIXKKY.

. Bpaq AOJ/DKEH BBINIOMTHATD POJ/Ib KOHCY/IPTAaHTA /I STUX BAXXKHBIX I'PYIII ITIOAEPIKKN.

Bonpocoel noecedHe8HOU HU3HU

 BonbHble reModuINeil MOTYT BBIIOTHATD OOBIYHYI0 paboTy, 11 IIO3TOMY CIeflyeT HOOMIPATb UX y4acTue
B IIPOZLYKTUBHOI IEAITeIBHOCTY U JOCYTe - IOMa, Ha paboTe 1 B MeCTaxX OT/bIXa U pa3B/IeUeHNIL.
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JInna c remo¢ueit JO/DKHBI OBITh YBEPEHbI B TOM, YTO VIM 00eCIIeueHbl YXOf ¥ MOpajIbHas MOAAePKKa
APYTUX JI0fell, YTOOBI OHM He OKa3a/luch M30/IMPOBAHHBIMY OT 00IIIeCTBa 1 He TIOAJA/INCH eTIPECCUIL.

Hwxe IIpMBENEHDI OCHOBHbIE PEKOMEHJALINN /I pa3/IMYHBIX COOTBETCTBYIOIINX }II/IL[/FPYHH.

Ona 6onbHbIX remodunuei

bonpHbIX I‘eMO(l)I/IHI/ICIZ CIeqyeT Nogaep>XnBaTb B TOM, YTOOBI OHU:

Cunranu ceds JTI0OAbMMU, OO/IbHBIMU I‘eMO(i)I/UII/IeI‘/JI, KOTOpbI€ MOTYT OBITD IIOTHOUE€HHBIMU Y/ICHAMU
06U.[eCTBa BOIIPpEKYM CBOEMY XpOHNYIECKOMY 3a0071eBaHNIO.

[Tpu3HaBanu CBOM CUIbHBIE CTOPOHBI U OTPAHMYEHVS M He BUHVIIN ce0s VU APYTUX B TOM, YTO Y HUX
reMouIu.

I[YM&HI/I n HEI/UICTBOBEUII/I IIO3UTUBHO. Hponomxam/[ 3aHMMATbCA CBOUMIU OOBIYHBIMMA aenamu, BbI6I/Ipa$I
IIpy 3TOM HETpaBMOOIIaCHbI€ BMUIbI NE€ATETbHOCTH.

CHOKOJIHO IeNIICh CBOMMM 9yBCTBAMM U OIIYLIEHMAMY OT CBOETO COCTOSIHUA 3I0POBbA C YlI€HAMI
CBOEII CEMbU WA IPY3bAMMU.

Bcerpa umenu npu cebe KOHTaKTHbIE HOMepa JWIN afjpeca JTIofell, KIMHNUK U JIeYeOHBIX LIeHTPOB,
KOTOpPbIe MOTYT IPEOCTABUTh HEMeITIEHHYI0 MH(POPMAIINIO U IIpK HEOOXOAMMOCTI OKa3aThb
COOTBETCTBYIOIIYIO MEAUIIVTHCKYIO IIOMOILb.

Ana cembu

Ha]_U/IeHT " BC€ YIIEHDI €TO0 CEMbU NO/DDKHDBI 3HATh U IIPMI3HaBaTb Ha/IN4Yl€E FeMO(I)I/UII/II/I B CEMbE.

Kax/iplil 4ieH ceMby TO/DKEH MOTYYUTDb XOTA ObI OCHOBHYIO MH(POPMAINIO O HUSNYECKUX,
IICUIXO/IOTMYECKUX VI 9KOHOMIYECKNX aCIIeKTaX reMOQUINN.

Heo6xoayuMo, 4TOOBI YIeHbl CeMbH, He CTpafiafolye reModuIel, MO PV HeOOXOAMMOCTH
OKa3aTb SMOIMIOHA/IbHYI0, GU3MYECKYIO I MOPAIbHYIO HOIEP>KKY 60TbHOMY reMoumeri.

YteHBI ceMbM JO/DKHBI 3HATh 00 M3MEeHEHMAX B YYBCTBAX VIV HACTPOEHUAX OOIbHOTO reMOIIINe,
IIOCKOJIbKY 3TV M3MEHEH MOTYT CBUJIETeNbCTBOBATD O CTpecce, KOTOPDI, BO3SMOXHO, CBA3aH C
Ha/M4yeM KpOBOTedeHMiT, GU3NMIecKoil 60N MM SMOIMOHA/IbHBIX TPo6/IeM, TpeOyromux
He3aMeJlJINTe/IbHOTO BMelllaTe/NbCTBa.

YreHs! ceMbH, obecrieunBaromIye yXof, H0/DKHBI COXPAHATD CIIOKOJCTBYIE IIPY BOSHUKHOBEHUN
KPOBOTe4eHVs, 00/ 11 IpY JPYIMX NPU3HAKAX M CMIITOMAX reMoGIIny, 4To0bI
IPOAEMOHCTPUPOBATD, YTO JAHHOE COCTOSHIE MOXKHO CIIOKOJIHO YCTPAaHUTD JOMa WM B TIOOOM
IPYroM MecTe.

HpI/I HCO6XOHI/IMOCTI/I MEOVIIMHCKOTO BMEIIATC/IbCTBA MJ/IM TOCIINUTA/IN3 AN YI€HbI CEMbU [N OJI>KHbBI
YMETD pacCIlO3HAaBaTb 3TY HCO6XOIH/IMOCTB 1 OBITh B COCTOSHUY OKa3aTh HE3aME/INTE/IbHYIO U
BCECTOPOHHIOIO ITOAAEPIKKY BO nsbexanue naaneﬁmero OCJIOKHEHM A.

BonbHOTrO reModumeit cegyeT IOCTOSHHO IOAIeP>XKIMBATh B €T0 CTPeM/IeHUY O0IIATbCs C APYTUMMI
YJIeHaMJ CeMbM U B MECTHOM 0O01IIecTBe.

Heo6xoauMo moompsATh yuacTiie 60/1bHOTO reMouIell B TeX BUAAX [AeATeTbHOCTU JOMa i Ha
OTKPBITOM BO3JIyX€e, KOTOPbIE IIPECTAB/IAIOT /Il HETO MEHBIINII PUCK ITOTy4eHNA TPABMbI U/
TIOBP XX EHMIA.

Ha maneHbKOM U aKTMBHOM pe6OE€HKe, CTpajaolieM reModuneit, 00bIYHO MMeETCs MHOXECTBO
cuHAKOB. [Tpy 9TOM pofuTerneit MOTYT HelIPaBOMEPHO OOBMHUTD B XECTOKOM OOpalljeHNN C pe6EHKOM.

Ona mectHoro obuiectea
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obuiecTBa 6yayT FOTOBBI YAOBIETBOPUTD MOTPEOHOCTH /INIIA, CTPafaoIiero reModumeit. YreHsr
o011ecTBa JO/DKHBI OBITh IOMTHOCTHIO MH(GOPMIUPOBAHBI O TOM, YTO reMOQVINSA He SAB/IAETCA 3apasHoll
00/Ie3HBIO 1 YTO II0O3TOMY C/IefyeT IOOIPATD y4acTue 60IbHOro reModuIneit B XXM3HU 00IecTBa.

Cromatonoruuyeckoe obcnyKuBaHue

I[TIH ni1 C I‘eMOd)I/ITII/Ieﬂ 60/IbIlIOE 3HAUYEHME VIMEET Xopouiad rmreHa 1nojoCcT pra, Ho3BOIA0IIAA IPpENOTBPa-
TUTh 3a00/1eBaHNSA ,uéceH " IEpMOAOHTA/IbHbIE BOCIIA/IEHNIA.

 3y0bI HEOOXOAMMO YMCTUTD, 10 MEHBIIIEH Mepe, ABAXIbI B IeHb, YTOOBI IIPefYIPEAUTD IIOsIBIeHNE
3yOHOro HanméTa.

« CrnemyeT nomb30BaThCA 3yOHOI MACTOM, cofepKaleit GTop.

o JKuaxocTu 114 IONMOCKaHMA PTa, COfleprKalliyie TPMKIOCAH VMM XJIOPTeKCU/IVH, TAKXXe TIOMOTaioT
IpefyNpefnTh IOSB/ICH) e 3yOHOTO HaIETa.

 3yOHble HUTU MU IETKM IIOMOTAIOT YMEHBIINTD 3yOHOI HATIET.

o JIuiam ¢ HapyLUIEHHOI CBEPTHIBAEMOCTBIO KPOBY HEOOXOAMMO, YTOOBI MIX TEPAIIEBTHI I MPAKTUKYIOLye
CTOMATOJIOTY TOfIIEPKMBAIM MEXAY COOOI TeCHBIVT KOHTAKT, 00ecreunBaoinii uM 6e3omacHoe u
KOMIIIEKCHOE CTOMATO/IOTMYeCKOe 00CTy)KIBaHIe.

Himxe IIpUBENEHDI pEKOMEHALINN II0 PETYIAPHOMY CTOMATOTOIMIECKOMY O6CTIY)KI/IBaHI/IIO Jiny, CTpaJarmnx
HapyluieHueM CBéprIBaeMOCTI/I KpoBu:

+ Cromaronorndeckoe 06cefoBaHue eTeil ¢ HapyILIeHNsIMI CBEPTBIBAEMOCTI KPOBH, @ TAKXKe
obydeHne fieTel 1 MX IOIeYNTeNIell CTOMATOIOTYeCKOt TPOGIIaKTIKe ClIefyeT HaulHATh TOIfa,
KOI7a y pe6€HKa HaYMHAIOT IIPOPe3aThCs 3yOBl.

o Inyboxue mHbBEKLIMY, XUPYprUYecKye IPOLEAYPbl — 0COOEHHO Te, KOTOpPbIe 3aTParnBaT KOCTH
(ymaneHue, BHYyTPUYETIOCTHBIE 3YOHBIE MIUIAHTAHTBI) — M/IM PETMOHA/IbHbIE MECTHBIE aHeCTeTYEeCKIe
6710Ka Il JO/DKHBI OCYIECTB/IATBCS TOIBKO MOC/IE COOTBETCTBYIOIETO ITOBBIIIEHNsI YPOBHA (akTopa
CBEPTHIBAEMOCTI KPOBIH.

o IIpexpe, yeM BBIIOMHATD JI00BIE XMPYpPrudecKyie IPOoLeAypbl, ClefyeT MMKBUAMPOBATD C IIOMOIIbIO
aHTUOMOTHKOB IlepopabHble MH(EKIMN.

« B Bospacte 12 mmn 13 1eT He06XOAMMO IIPOBECTU KOMIITIEKCHOE CTOMATOJIOTMYecKoe 06CIeloBaHue,
N03BOJIAOIee IUIAHNPOBATh OyAYIee ¥ pellnThb, KaK HAWIY4LIMM 00pa3oM IpeRyInpeauThb
BO3HVUKHOBEHIE TPY/JHOCTEN, BBI3BIBAEMBIX CKY4€HHOCTBIO 3y0OB MM HENIPaBU/IbHBIM
pacrono)xeHneM 3y60B MyApOCTY WIN APYTUX 3yOOB.

o Jlns muy ¢ 1€rkoit Wiy cpefHeit Gpopmoit reModuINI BO3MOXKHO IIPOBeieHe HEXMPYPIUIeCKOTO
ne4eOHO-TTPO(PMIAKTUIECKOTO YXO0/a 3a 3y6aMul I10f], 3aLUTO aHTU(PUOPVHOIUTUYIECKUX CPEfICTB
(TpaHeKCaMOBOII KMC/TOTHI WV SIICUIOH-aMUHOKAIIPOHOBOI KIC/IOTHI), OAHAKO TI€Pef BhITOTTHEHEM
IPYTUX HpOLefyp HeOOXOAMMO IPOKOHCY/IbTPOBATHCS C T€MATOTIOTOM.

o Jlna mu ¢ nérkoit popmoit remopunuu A (FVIII > 5%) Bo3MOXHBI yaaneHue 3yOHOTO KaMHS 1
HEKOTOpOe He3HaYMTeIbHOE XMPYprudeckoe BMeLIaTebCTBO MO, 3aiuToll gecMonpeccuna (DDAVP).
(Cm. Paspen 4, «<PykoBOAICTBO 110 BBIOOPY KOHI[eHTPaTOB (haKTOpa CBEPTHIBAEMOCTY KPOBU U PYTUX
MpernaparoB»).

o JInnam c TKénoit hopmoit reModuy HeOOXOAMMO 3aMelleHne paKTopa 0 Hadasla XUpPypPrudecKoro
BMeEIIATe/TbCTBA, MH'BEKIVI PEIrMOHAPHOII O/10Kabl MV yAATeHNs 3yOHOTro KaMHA (mogpoOHee cM. B
Paspene 5 «JledeHue KpOBOTEUEHMIT IPY TeMODUINIL»).

o DbesomacHbIMU 11 HEJOPOIMMM METOLJAMU YCTPAHEHNA KPOBOTEUEHNII AB/IAIOTCSA MECTHOE IIPUMeHeHNe
bu6pUHOBOrO KiIes M IMOI0CKaHNe TPAaHEeKCaMOBOJ KMCIOTOM /10 ¥ IOC/Ie YAaneHns 3y6oB.
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o JlokanbHOE IPYMeHeHNe TPAaHEeKCaMOBOI KMCTIOThI 3HAYUTENBHO CHIDKAET KPOBOTEUEHe.
PexoMeH/1yeTCsI MCIIONb30BATh MTONOCKAHME PTa JeCSAThI0 MIWUIMIUTPaMu 5% pacTBopa B T€YeHNMeE ABYX
MMHYT €KeJHEBHO YeTbIpe pa3a B JleHb Ha MIPOTsOKeHNN ceMy iHeit. OHO MOXKeT IPUMEHATHCS B
COYEeTaHMM C TIePOPaNbHBIMMU Tab/leTKaMM TPaHEKCAMOBOJ KIC/IOTHI B TeUeHNe He Ooyee IATH JHElL.
(Cwm. Paspen 4 PykoBogpcTBa «Bpi60p KOHILIEHTpaTOB (pakTOpa CBEPTHIBAEMOCTY KPOBU M IPYTUX
MEIVIKAMEHTOB» ).

« KpoBoTeueHre MOXeT yCUMIMBATBCA B CIy4YasiX NPUMEHEHV TaKMX 00JIey TONAIONINX CPefiCTB
(anampreTnkoB), Kak ASA, wm gpyrux NSAID tuna nuagomeranyna. be3onacHbIMM abTepHATUBHBIMU
aHa/bre TUKAMU SABJISIOTCA MapalfeTaMost/aneTaMuHoeH 1 KOenH.

 Ilocne ypanenns 3y6a Heo6xonuMo B TedeHue 5-10 JHe clefoBaTh AMeTe, COCTOSAIEl 13 XOTOFHOI
YKVUJIKOCTY ¥ M3METbYEHHBIX TBEPAbIX IPoAyKToB. CriefyeT n3beratb KypeHus.

o O m00BIX OIYXOJIAX, 3aTPYAHEHHOM IoTaHuM (fucdarynm) nim gucoHNN HeoOXOAIMO
He3aMeJ/INTe/IbHO COO0IaTh CTOMATO/IOTY/TeMaToJIOoTy.

» Hannune nepeHOCHMBIX ¢ KpOBbIO MH(peKIMII y muija ¢ reModuner He TO/DKHO BIMATD Ha €T
BO3MOYKHOCTD I10/Ty4aTh CTOMAaTO/IOTMYECKYIO IIOMOLIb.

o [IlanueHTaM ¢ IpoTe3aMi CyCTaBOB CJIefiyeT Ha3HAYaTbh aHTUOMOTUIECKYIO IIPO(PUIAKTHKY.

« CrenyeT npeNnpyHIMATD BCe MEPBI IPELOCTOPOKHOCTH, KOTOPbIe TPEOYIOTCA IIPY OCYIIECTBICHUN
06071 XMPYPrUIeCKON POLeYPhL.

JInna ¢ reModwmet nm ¢ BpOX/EHHBIMI TEHACHIVMAMYU K KPOBOTEUEHUAM ABJIAITCA IPUOPUTETHON IPYIIION
JUIA CTOMATO/IOTMYECKOT0 0OCTY>KMBAHMA 1 YXOJja 32 IIOTIOCTBIO PTa, IIOCKONbKY KPOBOTEYEHM IOC/Ie CTOMATO-
JIOTMYeCKUX IIPOLeyp MOTYT BbI3BaTbh CepbE3HbIE OCIOKHEHNA WM JlaXKe JleTanbHblll ucxon. Ilogmepxkanue
3[OPOBbA HOJIOCTH PTa U NPELOTBPAIeH)e CTOMATOIOIMYeCKIX IIPo6/IeM BaXKHbI He TOJIbKO /IS KauecTBa
XKV3HM, HO ¥ U1 M30€XKaHVs ONACHOCTEN, CBA3aHHBIX C XUPYPIUYeCKMM BMEIIaTe/IbCTBOM.

HabnloaeHue 3a pe3ynbTaTamu eyeHus

Kaxxpple 6-12 MecAneB y IallMEHTOB CIEYET OL€HNBATh:

o CocTosHME KOCTHO-MBIIIEYHON CUCTEMBI: KIMHUYECKIE TTOKa3aTeIN U3MEPATDH €KETrOJHO, a
paanoIorM4eCcKNne rmoxka3arTeiy, Kak yKa3aHo ;

 Vcnonb3oBaHue KOHI[EHTPATOB (PaKTOPOB CBEPTHIBAEMOCTI KPOBII;
o Pa3puTye MHIUMONTOPOB: BBINONHATD CKPUHMHI-TECTBI Ha MHIMOUTOPBI, KaK YKa3aHO BBIILIE;

o VHdexuum, cBsA3aHHBIE C IIepeTMBaHeM KPOBU (€C/M 9TO IPUMEHMMO): OLjeHMBaTh Hanndne BUY,
Bupycos rematuta C u B, u npyrux nndexunuii, ecnu oHu oOHapy>KeHBI; 1

« KauecTBO >XXU3HN.

Cnopt u remodpuama

o 3aHATUA CIIOPTOM JO/DKHBI IOOIIPATHCA /IS YKPeIUICHN A MBIIII] 1 OBBILIEHNA CaMOOLIeHKN. Bpi6op
CIIOpTa HO/DKEH OTPAXKATh NPEANIOYTEHN YelI0oBeKa, €0 BOSMOXXHOCTH, (pr3NdIecKoe COCTOsAHNE,
MeCTHBIe 00BIYal ¥ PeCypcChl.

« CregyeT NOOLIPATD 3aHATHA WIAAAMIMMY BUAMU CIOPTA, TAKUMMY Kak IUTaBaHue u ronbg. He
PEeKOMeH/IyeTCsl 3aHMMAaThCs CUJIOBBIMY BUJJAMI CIIOPTA, HanpuMep gpyT6omoM, perou, 60kcom n
6opb60i1. [TanyeHT JO/MKeH IPOKOHCYIBTUPOBATLCS C BPAdoM, IPEX/e YeM 3aHUMAThCs CIIOPTOM, I
00CYAUTDb C HUM IIPUEM/IEMOCTb JaHHOTO BUJIA, 3aLIMTHOE CHApsDKEHNe U IPOPUIAKTHKY.

. CTIGJIYGT B GOJIBIIIEN CTEIIEHN IIOOLIPATDH YIaCTNE€ B OPraHM30BaHHbIX CIIOPTUBHBIX CEKIVAX, Y€EM 3aHATUA
CIIOpPTOM B HEOpPraHM30BaHHbBIX I'PYIIIIAX, IIE€ MOXXET OTCYTCTBOBATDb 3allIlUTHOE CHAPSAKEHNE VI KOHTPOJIb.
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PASOEN 2

NABOPATOPHAA ANATHOCTUKA

BesepeHue

PasmyHble HapyIIeHNs CBEPTHIBAEMOCTH KPOBU MOTYT VIMETb O4YeHb CXOJHbIE K/IMHMUYECKe CUMITOMBI. YTOOBI
OBITb YBEpEeHHBIM B TOM, YTO MAIVIEHT ITOTy4aeT HeoOXOMMOe IedeH e, Hy)KeH IPaBIIbHBIN AMarHo3. B janHoM
pasjierne IpUBOAATCA 00Ie PeKOMEHAALNN 110 ArarHoctuke remogwmu. [logpo6buyio nHpopmMamnyio o TexHu-
YeCKVX aCIeKTaX U KOHKPETHBIX MHCTPYKIVIAX 110 CKPMHUHT-TeCTaM 1 (PaKTOPHBIM aHa/IM3aM MOXKHO ITOJTYYNUTh
B 1abopaTtopHoM cripaBouHuke BOT «/[narHocTka reMo¢uiny 1 Apyrux HapyLUIeHUIT CBEPTHIBAEMOCTY KPOBII».

TouHbIiT AMarHO3 MOXKeT ObITH OCTaB/IEH TOIBKO Ha OCHOBAHMY BCECTOPOHHVX ¥ TOYHBIX TA00OPaTOPHBIX
aHamn30B. OH 3aBUCHUT OT TOTO, CTPOTO /U TAOPaTOPHs CTIEAYeT IPOTOKO/IAM I TIPOLIeAypaM, KOTOpbIe
TpebyoT:

o 3HaHWMII U OIIBITA IPOBEfEHIsI TabOPATOPHBIX MCC/IEOBAHMIT Ha KOATYIALIVIO;

o Vcrionp30oBaHus IIPaBUIbHOTO 00OPYAOBAHS U PEaKTIBOB; a TAKXKe

o [apanTHuu KavecTna.

3HaHuA U KBannduUKauma B 061acTm nabopaTopHOro TeCTUPOBAHUA KOArynaLuum

OcHoBbl duazHOCMUKU

o 3HaHUe KIMHUYECKUX IIpM3HAKOB I‘EMO(l)I/I}II/II/I U IpaBUJIPHOCTDb KIMHNYECKOI'O AMarHo3a.

« lcnonb3oBaHMe CKPUHIHT-TECTOB /IS OTIpefie/eH sl TOTeHIVATbHBIX IPUYMH KPOBOTEUYEHMS,
HaIpyuMep, MOACYET TPOMOOINITOB, IPOJO/LKUTETbHOCTY KpoBoTedeHNs (BK), mporpombunoBoro
BpeMenn (IIB), akTMBMpPOBaHHOTO YaCTUYHOTO TpoMboIIacTuHOBOrO BpeMenu (AUTB).

o TlopTBepxneHMe fuarHosa GakTOPHBIM aHATN3OM.

TexHuU4YecKue acnekmeol

MNoarotoBKa nauueHTa nepeg ot60pom Npo6bl KPOBU

o IlanueHTy cefyeT peKOMEH0BATh BO3AEP)KaTbCs OT MpuéMa MUK Iepef 0T60pOM Mpo6 KPOBM.
BospeprkaHne oT mpuéMa MUY O3BONAET KPOBM OYMCTUTHCA OT U3NMNIIHUX NUINI0B, KOTOPbIE
MOTYT IIOB/IMATD HA pe3y/IbTaThl aHa/MN3a 0€/IKOB B aBTOMATU3MPOBAHHBIX aHA/IN3aTOPaX.

o IlanueHTy cnenyeT peKOMEHOBATh BO3AEPIKAThCA OT NpMEMa JIEKAPCTBEHHBIX CPENCTB, KOTOPhIE
MOTLYT NOB/IUATD Ha Pe3y/IbTaThl TECTOB — HAIIpUMeP, KUCTIOTbI ASA, KOTOpast MOXXeT 3HAUUTEIbHO
HOB/IMATD Ha GYHKLMIO TPOMOOLUTOB 1 IPOAIUTD BpeMsl KPOBOTEYEHIS.

OT60p Npobbi

o IIpoby mpepnodTnTeNIBHO OTOMPATh HEMIOAANIEKY OT 1abOpaToOpu, YTOOBI 0OecIednTh e€ OBICTPYIO
[IOCTaBKYy B 1abopatopuio. B cydae safep>xku pu TpaHCHOPTHPOBKe (> 1 yaca) eé HeOOXOAMMO
IePeBO3UTDb Ha CYXOM JIbAY — B IMOJOOHBIX CIy4Yasx Mpoby ciefyeT 6paTh TOIBKO MOC/IE TOTO, KaK
MAlJeHT OTAOXHY B TedeHue 15-30 MUHYT.
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» BenenyHKIuA [O/DKHA OBITH YMCTOM, IPUYEM IIpoOa JOMKHA OTOMPATHCS B TeYeHUE OTHOM MIHYTHI
TIOCTIe VCTIONb30BaHMA KTy Ta 6€3 IIUTEeNbHOTO 3aCTOA KPOBY B BEHAX.

« KpoBb crenyer oT6MpaTh B IJIaCTMACCOBBII IITIPUL] C KOPOTKOII UITION THIIA «6abouka» (Kamubp
npoBoyoku 19-21 [no cranpapry SWG] mnsa B3pocnbix u 22-23 SWG 14 reteit MIafilero Bo3pacra).

o Ilpu TecTax Ha KOAry/IALuIo CleayeT u3beraTb B3ATUA KPOBU Yepes3 IIOCTOSHHDII KaTteTep. Crienyer
TaKKe 136eraTh MEHOOOPa30BaHNUA B IPOOe KPOBI. 3a4acTyI0 ObIBAET IIOIE3HO OTKA3aThCsA OT IePBBIX
2 MJ1 OTOOpaHHOI KPOBL.

o ITpo6bl HO/KHBI OTOMPATHCS B IMMOHOKIIC/IbIE aMITY/IbI (TIPYeM/IEMBIMU aHTUKOATY/ISTHTAMMI SIBJISTIOTCST
3,2% puruppaT BOJHOrO TPUHATpULMTPaTa yin 3,8% IeHTarufpaT BOJHOTO TPUHATPUIILUTPATa),
IIpY 3TOM CJIefiyeT MOALEPKUBATh COOTHOLIEHNE KPOBYU K IuTpaTy 9:1.

« CBoeBpeMeHHOe U NIPaBU/IbHOE CMEIIMBaHNe ¢ pACTBOPOM LIUTpara caefyeT IPOM3BOAUTD Iy TEM
OCTOPO>KHOTO IIepeBOpaYMBaHML.

+ IIpo6a momkHa 06pabaTeIBaThCs He3aMeIMTENbHO. B cirydae Kakux-mm60 3aziep)keK BO BpeMs
TECTUPOBAHUSA C/IEAYeT MOATOTOBUTD 0befHeHHYI0 TpoMbonnTamu wiasmy (BTII) (cm. Hinke) u
XpaHUTb e€ npu Temneparype 4°C, Ipy KOTOpPOJ OHa MOXKET OCTABaTbCsA B TeUeHMe IBYX YacoB [0
Hayvasa uccnefoBanus. Ecnmm Tectuposanue 6yfeT NIpOBOAUTHCA HAMHOTO ITO3XKe, TO CIEAyeT
He3aMelINTe/IbHO 3aMOPO3UTh IIa3My 0 TeMilepaTypsl -30°C, Ipy KOTOPOII OHA MOXKET XPAHUTbCS
HECKOJIbKO HeJleNb, WM O TeMIepaTypsl -70°C, py KOTOPOJ OHa XPaHUTCA [0 MIECTH MECAILIEB.

MNoprotoBka o6egHeHHO TpombouuTamu nnasmol (BTM)

« Takas mmasMa nmoarorasnmBaeTcs HeHTpudyruposanueM mpo6ber mpu 2 000 g (3 500 060poTOB B MUHYTY B
0OBIYHOIT HACTONBHOI TabopaTopHOI LeHTpudyTe) B TedeHre 15 MuHyT (110 BoaMoyxkHocTu pu 4°C).

o DBTII MOXXHO XpaHUTD IIpU KOMHATHOI TeMieparype (20-25°C) mys uccnenosanmit I1B n ¢pakropa VII,
OJJHaKO, MaTepMabl /I BCeX PYTUX TECTOB Jy4lle XpPaHUTDb Ipu TeMieparype 4°C.

o TecTupoBaHue ciefyeT NpOBOAUTD B TeYEHNE JBYX YACOB ITOC/Ie OTOOpa MPOOBL; B IPOTUBHOM CiTydae
BTII cnemyeT 3aMOpO3NUTh 1o TeMuepaTypsl ot -30°C go -70°C, Kak OIMCaHO BBIIIE.

OnpeaeneHne KOHEYHOro aTana CBéprIBaHMﬂ Kposu

MHorue coBpeMeHHbIe Ta00PaTOPUN PaCcIOAraloT TeMIU VIV IHBIMY aBTOMATUYeCKMMU MM TIOTTyaBTOMa-
TUYECKUMU aHAIM3aTOpaMM CBEPThIBaHMA KpoBU. OJHAKO OT TeX, KTO UCIIO/Ib3yeT Py4YHble METOADI,
TOYHOE OIIpefie/IeH)ie KOHEYHOTO 9Talla CBEPTHIBAHNUA KPOBM TpeOyeT 3HAUUTE/IbHOTO OIIbITA, 0COOEHHO
ec/u BpeMsi CBEPTBIBAHMS YBE/IMYEHO 1 CTYCTOK HeOOMbIION U TOHKMUIL.

» BaxHO NpMHATH B 1abOpaTOpPNN €AVHYI0 METOAMKY, 00€CIIeYNBAIOLIYIO COITTACOBAHHOCTD B
OIpefie/IeHNM KOHEYHOTO 3Talla CBEPThIBAHNA.

o Jlna HaOIOIeHNA 3a CTYCTKOM aMITyJTy C/IeflyeT OKYHaThb B BAHHOUYKY C BOZIOV 1 BBIHMMATD 13 Heé IO
YIJIOM, 4TOOBI TEMIIEpATypa, IIPY KOTOPOI Ha4MHAeTCs CBEPThIBaHIE, OCTaBa/Iach MOCTOsAHHOI (37°C).

CKpUuHUH2-mecmol

o Jlna mpoBeneHNs CKPMHIHTA ITalleHTa € IIOfJ03PEHMEM Ha HapylleHye CBEPThIBAeMOCTY KPOBHI
CTIefiyeT MPUMEHSTh TaKye TeCThl, KaK MoAcyét Tpomborutos, BK, I1B u AUTB.

« Ha ocHOBe 9TuX TeCTOB MOXXHO OIpefeNnTh GOpPMY HapyIIeHNsI CBEPTHIBAEMOCTY KPOBU (CM. TabmuITy
HIDKE).

o OTM CKPUMHUHT-TECTbI MOTYT He OOHaPY>KUTh aHOMa/INII y MALMEHTOB C JIETKOI (OPMOIl HapyLIeHMI
CBEPTHIBAEMOCTH KPOBH, a Takxe mpu meduriute paxropa XIII (FXIII) mnn mpu HU3KOI
bubpUHONUTIYECKOTt AKTUBHOCTY MHTHOUTOPA (anbda-2-anTunmasmut, red PAI-1).
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Bo3morkHoe Mopcuér
ne BAYT BK A
3abonesaHue Tpombouutos
Hert 3a6oneBanus Hopwmanbsroe Hopmanbshoe Hopmanbshoe HopmanbsHoe
Temodpumusa A win B HopMmanbHoe YBennueHHoe HopMmanbaoe HopMmanbHoe
Hopmanbuoe unn | HopmanbHoe mnn | HopmanbHoe mnn
bB HopmanbHoe
yBeIM4eHHOe yBeIM4eHHOe CHIDKEHHOE
Hedext rpombonuTos | Hopmanbhoe HopmanbHoe Hopmanboe wmit | HopmabHoe it
YBEIM4EHHOE CHIDKEHHOE

KoppexkmupoeouHslii aHanu3 (Memodom cmewueaHus)

« KoppexTupoBOYHBII aHA/IN3 MIN aHA/IN3 METOLOM CMELIMBAHNA C UCIIO/IB30BAHMEM HOPMa/IbHBIX
nynos 1wa3msl (HIIIT) O3BOJSIOT OLIpeRe/nTh, CBSI3aHO /I YBeIMYEHHOE BpeMs KOary/Isaun
neduuytToM GakTOpa MM UMPKYIUPYIOIIMMI aHTUKOATY/ITHTaMy MHIMouTopoB. (ITogpobHoCcTH
TECTUPOBAHMS Ha MHTMOUTOPBI cM. B «JlabopaTopHOM pykoBopcTBe BOT»).

« KoppexTupoBodHble MCC/IeTOBaHNA C UCIIONb30BaHMeM I1asMsl ¢ fepuunrom FVII/IX moryt
IPOBOAVTLCA /I ONpefie/leHNA fepUIUTa B CTyYasax, KOrjga GakTOPHBIN aHaIN3 HEBO3MOXKEH.

®dakmopHebliii aHanu3

DaxTOpHBIN aHaMN3 TPeOyeTCA MPOBOAUTD B CIEAYIONINX CUTYaLMAX:

o [Ina onpeneneHns auarnosa (CM. TexHuU4eckue getamu B «J/labopatopHoM pykoBopcTBe BOI»).
o [Ina MOHMTOPUHTIA JIEYeHNA

- BosmoxxHO ocymecTBIeHNE TaO0OPAaTOPHOTO HAOMIONeHNA 32 KOHLIeHTpaTaMy (paKTopoB
CBEPTHIBAEMOCTY KPOBY IIOCPECTBOM KOHTPOJIA Mpefi- ¥ MOCTeNH(Y3NOHHBIX YPOBHEN (akTopa
CBEPTHIBAEMOCTI KPOBIL.

- PeanbHOe KOMM4eCTBO BBEAEHHOTO MAlMEHTY (paKTopa CBEPTHIBAEMOCTI KPOBY HODKHO
00YC/IOBUTD TIOBBILIEHVE YPOBHS B KPOBU. ITOT IOAXO/, 0COOEHHO BaXKeH B C/TyYasiX, KOI/ja
IpefCTOAT XMPYprudecKye mpouenypol. KpoMe Toro, oH moneseH A/ JOKYMEHTUPOBAHUA CBA3K
«[03a-peaKs».

- SaMe,I[)'ICHHOG BO3Bpalll€HNE K IPEXXHEMY COCTOAHMNIO MOXKET CITY>KUTDb paHHUM IIPpEAYHPEXAECHNEM
O HAIN4nNn I/IHI‘I/I6I/ITOPOB.

o Jlns TecTMpOBaHMA Ka4yeCTBAa KPMONPENUINUTATA

- Ilpu KoHTpO/IEe KayecTBa KpUOIpeLUIINTATa peKOMEHyeTCs IIPOBEpUTDh Ha/ln4ulMe KOHLIeHTpalun
FVIII B aTom npeniapate. CripaBOYHUK AMEPUKAHCKON accouaIiuy 6aHKOB KPOBU B HACTOsIIee
BpeMs pekoMeHpyeT cofiep>kanue ¢akropa VIII B pasmepe 80 eqyHMI] Ha YIAKOBKY.

. HJI}I BBIAB/I€HU HOCUTENEN reHa I‘OMO(l)I/IJII/II/I

- Jlna npoBefeHMs peHOTUNIYECKOTO VY TeHeTNYeCKOTO aHa/IM3a HOCUTeNIell reHa reMoGuinm
TpebyeTcs kBamupuKauys, KOTOPOil y MHOTUX /1ab0OpaTopuii HeT.

- Ilpu penorunmueckom anamse cootnourenne gpaxropa VIII:C (FVIIL:C) x anTureny daxropa
Bunne6panpa (VIII:C/VWEF:Ag) o6br4no coctasnser 1.0. Pesynbrar Menbiue, yem 0.7,
CBUZIETENbCTBYET 0 80% BEPOATHOCTHU TOTO, YTO XKEHIIVHA SIB/IIETCSI HOCUTE/IEM IeHa TOMOGUINNA.
9T TecTH HEOOXOAMMO MTOBTOPSTH JJO TeX HOP, TOKa A1arHo3 He 6yaet nmoarsep>xaeH. (bonee
nofapo6Hyo nHdopmaiuio cM. B «JlabopaTropHoM pykoBopcTBe BOT»).

- TlockonmbKy HEKOTOpbIe 6€3YCTIOBHO BBLABIEHHbIE HOCUTE/N 'eHa TeMOYIINY MOTYT MeTh
HopManbHOe cooTHotenne FVIII:C/VWEF:Ag, deHoTumnmyeckuit aHanms He BCEra MOXKET
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OIIpefie/INTb HOoCUTeNell reHa reMouvn. [1oaToMmy reHoTMIIYeCKMIT aHAN3 ABIIAETCA Ooree
TOYHBIM METOJIOM BBISB/ICHMSI HOCUTE/IA TeHa TOMO(U/INM, OCHOBAaHHBIM Ha aHa/IN3e CLelJIeHs
MEXXJy TeHHBIMY JIOKYCaMM M/IV Ha HETIOCPEACTBEHHOM MAeHTU(OUKALINY My TaIVIN.

KeanuduyuposaHHvlili nepcoHan

Jaxke ImpocTeiiiye CKpMHUHT-TECTDI UMEIOT CIOXKHYI0 Ipupopay. Crennaniuct, 3aHMMAIONIICA Koaryanner,
IUISL TIOJTyYeHMsI TOYHBIX Pe3y/IbTaTOB JO/DKEH 00/1afaTh I/TyOOKUM IIOHMMaHMeM 3TUX TeCToB. bonbiioe
3HaueHMe MeeT Halmn4le CIelManncTa, IPOoIlelIero AajabHeliiiee 0OydeHue B Clielan3pOBaHHOM
LIeHTpe.

o BOT npenmaraer cTueHANN /IS fa/IbHEIIIETO CHIEA/TN3YPOBAHHOTO Tab0PaTOPHOTO 00yYeHNs B
MEX/IYHapOJHOM y4eOHOM LieHTpe reMOInm.

« BOI paspaborana Kypc 06y4eHNsA UHCTPYKTOPOB C Te€M, YTOOBI OOydeHHbIE CIIeIVaINCThl MOITIN
06y4arh IPYruX, KOTOPbIe 3aTeM BEPHYTCSA B CBOY CTPAHbI U MPOJIO/DKAT STOT IpOLiecc.

o OpHuM n3 K/I04YeBbIX MOMEHTOB paboTsl BOT sBiisieTcst mpoBeeHe 1abopaTopHbIX ceMnHapoB. Llenp
3TUX CEMUHAPOB — IPOJIEMOHCTPUPOBATH PAKTUYECKIIe HABBIKM, CBA3aHHbIE C KOATY/IALNMEN, 00y4nTh
VM, @ TaKXKe JOBECTH JI0 C/TyIIaTesIell, YTO XOPOLIe Pe3y/IbTaThl MOXKHO IIOTYYUTD, MCIIONb3Ys 6a30Boe
000py/0BaHNe U TeXHOJIOTUY, IIPU YCIOBUIT COOMIONIEHNS «IIPABU/IBHOI 1TA00PATOPHON IPAKTUKII».
STy HaBBIKM MOTYT IIO3[IHee afjalITNPOBATHCS K O0/Iee aBTOMATH3MPOBAHHBIM TeXHOMTOTVISIM.

Mcnonb3oBaHWe COOTBETCTBYHOLLETO OGOpYAOBaHMﬂ N peaKTueoB

Opyausamu Tpyaa B mabopaTopun ABIAITCA 000pyoBaHMe U peakTusbl. K focToBepHOMY J1ab0OpaTOpHOMY
TeCTUPOBAHMUIO IIPEIbAB/IAIOTCA CIefyIoliye TpeOOBaHu.

Ob6opydosaHue
» Bopsnas 6aHsA, KOTOPYIO C/IeAyeT IOMECTUTD B XOPOILIO OCBEIEHHOM MecTe. TeMmeparypa 6aHu
Jo/mkHa coctaBnaTh 37°C + 0,5°C.

« Hemnopganéky ot BoasiHON 6aHM HEOOXOAVMMO YCTAHOBUTD XOPOIINI UCTOYHUK OCBEILeHN,
H03BOJLAIOIMIT 6€30111M6049HO Hab/MoAaTh 06pa3oBaHye CIYCTKOB.

o Jlna oTcuéTa BpeMeHM HeOOXOAVMBI CeKYHOMEPBIL.

« CregyeT uMeTh aBTOMAaTUYeCKye IUIETKY (C PUKCHPOBAHHBIM WY M3MEHSAEMBIM 00BEMOM),
CII0coOHbIE TOYHO ornyckarb 0,1 u 0,2 ML

o [lnda TecToB Ha CBEPTHIBAEMOCTb KPOBM HEOOXOAMMBI YNCThbIe IIPOOMPKM U3 HaTpMeBoro crekia (7,5 cMm
x 1,2 cM), Ipy 9TOM He PeKOMEHYeTCs MCI0/Ib30BaTh VX IOBTOPHO.

. AHaTIOI‘I/I‘{HO, CIefyeT 110 BO3MOXKHOCTU nsberarb TIOBTOPHOTO VICIIO/Ib3OBAHM A II/TACTMAaCCOBDBIX NN
CTEKJIAHHBIX ITPEAMETOB, 6o CTporo CO6TIIOILaTb IIpaBuIa X moriku. He PEKOMEHYETCA IIOBTOPHO
MCIIO/Ib30BAaTh IIPpU aHAJIN3aX KOATY/IALINN IVTACTUKOBbIE U3ETINA.

» B HacTos1Iee BpeMs CYIIeCTBYeT MHOXXECTBO II0/TyaBTOMATIYeCKNX M aBTOMAaTUYeCKIX
KOaryJIoMeTpoB. Y 9TOro 060pyoBaHMA MIMeeTCs CIeAyole IperMyIlecTBa:

- To4yHOCTb NOKa3aHM KOHEUHOI TOYKIL.
- B03MOXXHOCTb OCYIIECTB/IATD HECKOIBKO BUJIOB aHA/IN3a CBEPTHIBAEMOCTY KPOBML.
- Coxpaenne omnbok npy HabmofeHsAX. VI3aMepseTcss KOHeYHast TOYKa peaKLnu.

- Peakium ocymjecTB/IAI0TCA B IPO3PaYHbIX MONMNCTUPOIOBBIX KIOBETAX, @ HE B CTEK/ITHHBIX
IpoOMpKax.

Bcé o6opynoBaHue HEOOXOAMMO COflep>KaTh B UCIIPABHOM PabodyeM COCTOSHUM.
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HPI/I IIOKYIIKE O60pY,I[OBaHI/IH ClenyeT UMETb B BUY HeO6XO}_’[I/IMOCTb €ro peryiaiapHoro 06CHY)KI/IBaHI/I$I
CIIeuMaamncTom n obecreunTh /151 3TOrO peCypcChl.

[TumeTku cnegyeT MpoBepATh HA TOYHOCTH 0T6Opa Mpoo.

CrepyeT pery/sipHO IIPOBEPATH TEMIIEPATYPY B BOJSHBIX OAHAX, XOMOANIBHIKAX ¥ MOPO3VIBHBIX
KaMmepax.

Peakmuesbi

[TpakTNKa IIOKa3bIBAET 1[e/IeCOO0OPa3HOCTb 0OeCIIeYeH s pery/IsIpHOCTY IOCTABOK M30paHHOTO
peakTyBa ¥ yfielleHNsl BHUMaHMs 6ecriepe6OoiTHOCTY TOCTABOK IAPTHUIL U AJIUTETBHOCTI CPOKOB
XpaHeHus. ITOr0 MOXXHO HOOUTHCS, ITOMPOCKB IOCTABIMKA CHAOXXATh 1TA00PaTOPUIO 10 BO3SMOXKHOCTH
OJVHAKOBLIMM MAPTUSIMY PEaKTUBOB.

He pexomMenpiyeTca nepexoguTh Ha ApyTryue UCTOYHMKY MAaTE€PHUAJIOB, 3a VICK/IIOYEHNEM CIy4aeB, KOTga
BO3HMKAIOT IIPOG/IEMBI C IOCTaBKaMM MV COMHEHMsI OTHOCUTE/IBHO KayeCTBa TOBAPOB, YTO
CKa3blBaeTCA Ha pesynbTaTaX. PasmnyHble MapKy MOTYT IMETb COBEPILIEHHO Pa3HYIO
YYBCTBUTEIbHOCTD ¥ HE JOTDKHBI MCIOIb30BAThCA OJHOBPEMEHHO.

Heob6xopyuMo cefoBaTh MHCTPYKLVIAM, IIpUIaraeMbIM K peakTuBaM. [Ipy BOSHUKHOBEHUY COMHEHMII
cefyeT 0OpaTUTHCS B CIIPABOYHBDII LIEHTP.

Ocob60e BHUMaHMe C/IeAYeT YAeATb CTaOMIbHOCTY peaKTUBOB. Iloc/ie BOCCTaHOB/ICHUA WK
OTTaMBaHMA PEAKTVBA JIA CyTOYHOTO MCIIO/Ib30BAHM €r0 Ka4eCTBO OBICTPO CHIDKAETCS, 0COOEHHO
IIpY BBICOKMX TeMIIEpaTypax.

ITocre TOTO, KaK IPUHATO pelleHNe O MPOBENAEHNY TECTOB U MCIIONIb30BAHNI COOTBETCTBYIOLIVX
PeakTMBOB, ObIIO OBI MJIeaNbHO ONPeNe/INTh HOPMajIbHbIe JUANa30HbI M3MepeHMIL.

Ob6ecneueHune KauecTsa

Obecmeuenne kadectBa (OK) — 970 061l TepMUH, MICIIO/Ib3yeMBIII /IS OIIVICAHVS BCEX Mep,
IPEAIPUHATHIX /I TapaHTUM HaJEKHOCTH TabOPATOPHBIX TECTOB U OTYETOB O HIX.

OK oxBaTpIBaeT BCe aCIeKThbI IPOLiecca AMATHOCTUKM OT 0TOOpa pob, cernapupoBaHys, aHa/II3a U
BHYTpeHHero KoHTposnA KadecTsa (BKK) o cocraBnenns oTuéra o pe3ynbraTax U HOBefIeHNUA €ro 10
IPaKTUKYIOIEro Bpava.

BKK NCIIONIb3YyeTCA OJ1A TOrO, YTOOBI YCTAaHOBUTD BBINIOIHACTCA IV CEPUA METOAMK U IIpOLEnyp
em/[Hoo6pa3Ho B T€YEHME OIIPENE/IEHHOTIO II€pMOia BpEMEHN. OTO OTHOCUTCS K 06pa3uaM n
HOpMaHbHOf/I, n aHOpMaHbHOI?I II/1Ta3MBl.

Bce y4dacTBYyIomue B IIponecce 06s13aHbBI CI€IUTD 3a ITPpaBMUIbHOCTbIO BBIIIOTHEHNA IIPOLIENYP.

Baxxapim annemenToM OK siBnsteTcs Yy4JacTne B CUCTEME BHeEIIIHEeN OLICHKM Ka4deCTBa.

Cucmema sHewHeli oyeHKu Kayecmea (EQAS)

JIabopaTopusAM HACTOSATENIPHO PEKOMEHAYETCs IPUHMMATh Y4acTUe B CHCTeMe BHEIIHeNl OLleHK) KadecTBa
(EQAS). Ilo cytn 3TO Takas cucremMa, KOTOpas I03BOJIAeT KOHTPOINPOBATh 3(PPeKTUBHOCTb BHYTPEHHNUX
cucteM OK B MecTHOIT 1ab0OpaTOpuy U JaeT OLIEHKY KOMIIETEHTHOCTY 9TON Tab0paTOpum.

EQAS nomoraer onpefennuTb CTelleHb COOTBETCTBY MEXLy pe3y/IbTaTaMy, IOTyYeHHbIMI IAHHOM
nabopaTopueit, ¥ pe3yabTaTaMyl APYrUX 1abopaTopuil.

Y4acTre B 3TOJ CUCTeMe IIOMOTaeT YKPeIUIATh JoBepye MeX Iy 1abopaTopueil 1 e€ I0/Ib30BaTe/IAMI.

EQAS, paspaborannas BOT/BcemupHoit opraumsanyu 3gpasooxpatenus (BO3), mpegHasHadeHa
KOHKPETHO JIJIs yIOBIETBOPEHVSI TOTPeOHOCTEN LIeHTPOB JIedeHns reModuiny Bo BcéM Mupe. [laHHas
CHCTeMa BKJII0YaeT B ce0s BUAIBI aHA/IN3a, HeOOXOAMMBIE /ISt AMATHOCTYKY U JIe4eHMsI KPOBOTEUEHMIL.
[Toppo6Hy0 MHpOpPMaIIO 006 3TOI CHCTEMe, yIIpaB/IeHIe KOTOPOIl OCyllecTB/sAeTcA bpuranckoii
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HallMOHa/IbHOI cucTeMoit oneHKy kadecTa (U.K. National Quality Assessment Scheme) B Illepdunge,
MO>XHO Ioy4nThb B BOT.

. CYLHeCTBYIOT 1 Apyrue HajMOHa/IbHbI€ I MEXIYHAPOAHbIE CMCTEMbI OLIEHKN KadeCTBaA.

[l TOrO, 4TOOBI JOCTIYD BBICOKOTO YPOBHS Ha/IEXHOCTH TECTOB I YCIEIIHO y4acTBoBaTh B EQAS, mabopa-
TOPYA JO/DKHA MMETh JOCTYI K MEXIYHAPOSHBIM CIIPABOYHBIM MaTepHanaM M CTaHLAPTaM, a TaKKe
obecreynTh MOCTOSHHOE U afleKBaTHOE 00y4YeHIe CBOETrO IepCOHaIa.

CnpasoyHblie mamepuansl U cmaHdapmbl

CrpaBoYHbBIe MaTepuasIbl ¥ CTAaHAAPTDHI OY€HDb BaXKHBI /IS CTAHZIAPTU3ALMY TECTOB U IIPOLeAYpP MUCCIIEf0BAHNIL,
IpMMeHAeMbIX B 1abopaTopuy. OHM IIPEACTABIAT COO0IT IETKOZOCTYIHYIO MHPOPMAINIO, 63 KOTOPOil Heb3s
rapaHTUPOBATh TOYHOCTD NONTYYEHHbBIX Pe3y/IbTaToB.

» MOXXHO UCIIONb30BAaTh HOPMA/IbHbII Y/ I/IA3Mbl, COOTBETCTBYIOLIMI MEXYHAPOSHBIM CIIPABOYHBIM
maTepuanam BO3. MeTopuka Ipon3BoOficTBa HOPMA/IbHOTO IIy/Ia II/Ia3Mbl JlaHa HIDKeE.

U HPI/I aHa/In3e Hp06 I1J1a3MbI BaXKHO OBITH II0C/IENOBATE/IbHBIM U II0/Ib30BAaTbCA CTaHAapTaMU IIJIa3MBbI, a
IIpM aHa/IN3€ KOHLUEHTPATOB — CTaHJAapTaMy KOHLUEHTPATOB.

o CrangapTsl 1 00pa3Lbl A1 IIa3Mbl IIPEIAraloTCsl HA KOMMEPUYEeCKOll OCHOBE 1 MOTYT
JICIIO/Ib30BAThCA J/IsSI IPOBEPKM MECTHBIX 00pasIOB IIa3Mbl, HOCKOIBKY MX MO>KHO CBEPUTD C
MeX/IyHapOAHbIMU cTaHfgapTamMu BO3.

o MexayHapopHble cTaHAapThl BO3 MOXHO NMOTy4YNTh HEMOCPENCTBEHHO OT HanmonanbHoro
MHCTUTYTa OMOIOrMYecKux crangapToB u koHTpoys (NIBSC), koTopblit HaxopuTcs B
Benuko6putanum.

MNoaroTroBKa HOpMmanbHOro 06vLeaAMHEHHOro nyna naasmbl (NPP)

« Ilo mensureit Mepe, 20 1po6 kpoBu (1o 10-20 M1 Kakgass) HeOOXOAMMO OTOOPATH Y 3[OPOBBIX JIIOfIEH,
IIOMECTUTb IPOOBI B IUTPAT U cpasy e HeHTpudyruposars npu 2 000 g B Teyenue 15 munyt (npu 4°C, ecnn
3TO BO3MOYKHO).

o IDmasmy 13 Bcex 9TUX pob creayeT 0O beANHUTD BMecTe, pn4éM 500 ul annkBOT 9TOI MIa3Mbl HEOOXOAUMO
He3aMelIMTebHO IOMECTUTDh B MOPO3UIbHYI0 Kamepy npu -70°C. CrefyeT co6moaTh OCTOPOXKHOCTD U He
[OIIyCKaTh BO BpeMs CMelIVBaHMs 00pa3oBaHNs IIEHBI.

« Bo BpeM:a nmpoBefieHNs KaXK/IOTO aHAIN3a aTMKBOTY MOXKHO M3BJIe4b, OTTaATh e€ npu 37°C, moce 4ero
OCTOPOXXHO CMeIIaTh U Cpa3y MONoKuTh Ha néx. [Tocne oTTanBanms e€ 6orblie He ClIefyeT 3aMOPaXKMBATD U
UCTIO/Ib30BATh TIOBTOPHO.

» Heob6xom1umo nsberarh pe3Koro BCTPSXMBAHNA P06 IIa3MBbl.
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PA3OEN 3

OC/NIOHEHUA KOCTHO-MbILWWEYHOWU CUCTEMbI NMPU
rEMO®UNITNN

BeepeHue

Han6ornee BepOATHBIMY y4aCTKaMM TejIa [y KPOBOTEUEHWIT IIPY TeMO(QUINY SABJIAIOTCS CYCTaBbI U MBIIIIIBI
KOHEYHOCTell. B 3aBMcHMOCTH OT TSKeCTH 3a60/1eBaHMsA, YTO CBA3aHO C YPOBHAMMU (PAaKTOPOB, SIIM30AbI KPOBO-
TeYeHNA VIMEIOT YaCThIil ¥ CIIOHTAHHBIN XapaKTep Ipy TsDxénoit popme reMoprmm (< 1%) wam crydaoTcs B
OCHOBHOM TIOCJIe HeOONMbLINX TPaBM npu cpenHeit dopme remodbunuu (1-5%). Y yenoBeka c nérkoit popmoit
remodumuu (5-40%) KpoBoTeYeHNA OOBIYHO IIPOMCXOAAT TOTBKO IIPY KPYIIHBIX TPaBMaxX MIN IPU XUPYPIU-
4eCKOM BMelIllaTe/IbCTBeE.

Huxe onmcansl Hambosee 4acTo BCTpeYaommnecsa OpToIeanIeCcKme OCI0KHEHNS IIpN I‘eMO(l)I/I}II/H/I.

OcTpblit remapTpo3

o Y peteii ¢ TsDKENOI HopMoit reMopuIMY IEPBBII CIOHTAHHBI TeMapTPO3 OOBIYHO HAYMHAETCS 10
HACTYIUIEHVSI IByX/IETHETO BO3PACTA, OHAKO MOXKET VIMETh MECTO U [TO3Hee.

 IIpu HempaBMIbHOM JI€4€HMM IIOBTOPHbIE KPOBOTEUEHM IIPUBEAYT K IPOTpeccupyoleMy
YXYZILIEHUIO COCTOSTHMA CYCTaBOB 1 MBIIII.

e 3JTO IIPYBOAUT K PE3KOMY CHVDKEHNIO q)YHKIU/IOHaHbHOCTI/I 110 Ipy4InHe ]Ie(l)OpMaHI/H/I CyCTaBOB,
yTpare ,ILBI/[)KCHI/HZ, anOCbI/H/I MbIIII M KOHTPAKTYp€ B T€Y€HIIE nepBoﬁ[ nin BTOPOI7[ neKagbl JKU3HN.

J HPI/I‘{I/IHoﬂ KpOBOTe‘ieHI/If;I ABJISETCA CMHOBMAIbHAS 000/I04Ka. TO OUeHb TOHKASA I
BBICOKOBACKY/IIpHaA TKaHb, KOTOpasA CIY>XXUT KaK HPOCHOIU/IKa n CMa3Ka [ CYCTaBHOIZ mennm.

o Yenosek, y KOTOpOTo NpOUCXOOUT KPOBOMU3NNAHNE B COCYAIbI, MOXKET OYEHb PaHO IIOYYBCTBOBATD €TO B
(b opMe NOKa/TbIBAIOIVX OLYIIEHNIT I CTECHEHHOCTY B CYCTaBaX. DTOT «IIPeBECTHUK IPUCTYIIa»
IpeJIIeCTBYeT pealbHOMY BO3HIKHOBEHNIO K/IMHIYECKIX IPU3HAKOB OCTPOTO reMapTpo3sa — 60,
OIIYXOJIAAM ¥ OTPaHMYEHMIO IBVDKEHMIL.

o Ilocne HanmoOMHEHNA TONOCTHU CYCTaBa KPOBBIO CYCTAB BBIITIALUT OMYXIINM M Ka>KeTCS TEIUIBIM U
YYBCTBUTEIBHBIM. DTO 3aCTABJISAET CYCTaB CTPEMUTHCS 3aHATH Hanbosiee KOMPOPTHOE, TO €CTh
COTHYTO€, O/IOKeHMe. JI106ble MOMIBITKI CMEHUTD 9TO IIOJIOKEHNE BBI3BIBAIOT yCH/IeHNe 60mu, TeM
CaMbIM, OrpaHN4YMBas ABIDKeHMe. [I0CKO/IbKY manyeHT CTpeMNUTCs 130eraTh ABVDKEHNIT, HACTYIaeT
BTOPVYHBIN MBIIICYHBIN CIIA3M.

J L[e]'[b JIEYE€HVIA OCTPOro reMapTpo3a 3aK/JI04aeTca B TOM, YTOOBI KaK MOXKHO 6bICTpe€ OCTAaHOBUTDH 3TO
KpOBOM3/INUAHME. B Naea/IbHOM C1y4ae 3TO JO/DKHO OCYIIECTBUTBCA TOIA, KOIa MANVIEHT Oy TN
BO3HMKHOBEHNE «IIPENBECTHMKA IIPUCTYTIIA».

» Haub6osee Ba>XHBIM ITepBbIM LIATOM B JIEYEHNI OCTPOTO TeMapTpo3a sB/IATCS CKopeiilliee 3aMellleHne
¢axTopa Ha YpOBHe, JOCTaTOYHO BBICOKOM A5 IIpeKpalienys KpoBousmuanms. (Cm. Tabmmiy 1, ctp. 45).

« Haub6onee adpdexrtuBHbIi MeTOR 00ecHedeHNs He3aMeI/IUTe/IbHOTO 3aMelleHus pakTopa —
OpraHM30BaTh IOMa IIPOrpaMMy Tepalny, I03BOJIAIIYI0 NHPOPMIPOBAHHOMY HAIL[MEHTY C
reModuueit (MM YWieHaM ero ceMblt) 0OecrednThb 9TOT (PaKTOp B HY>KHOe BpeMs. KpoBousnusuue B
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CyCTaBbl, KOTOpO€ HE pearmpyeT B TEIEHNIE 12-24 yacos, OO/IDKHO OLI€HMBATbCA TNIIOM,
OTBETCTBEHHDBIM 3a IIPEIOCTAB/IEHNE Me[[MuMHCKOﬁ IIOMOIIMN..

« K gpyrum MepaM 0CTaHOBKM KPOBOMSIMSAHMIL ¥ 00/IETYeHNIO GO OTHOCATCS C/IeAYIOLIe:
- Ilpe6bIBaHME B COCTOSHUM TIOKOSI B KOM(MOPTHOM IOTIOXKEHN.

- JVImMmoOmmm3anys (4acTMYHAsA U BpeMeHHasA) C IIOMOIIbIO IINH, IIOAYIIEK, PpeMHel 1 KOCTbIIEH B
3aBMCUIMOCTU OT TOTO, KaKOJl CYCTaB IIOPaXkéH.

- MoxHo He3aMe/INTETbHO NIPUIOXKUTD ITy3bIPb CO JIBAOM U AEPKATb Hé)_I B T€YECHUE, 10 Kpaf;[HeIZ
Me€Epe€, IIEPBBIX 12 gacos. He,u HE NOJIKEH HEIIOCPENCTBEHHO KOHTAKTNPOBATH C KOXerl.

- IlpunopHATH NOpakEHHBIN CYCTaB.
- MOXHO IpMMEHNUTD 3NACTUYHBIN OVHT, JaB/IeH)e KOTOPOTO MOYKHO TepIeTh.

- Jicnonp3oBaHue HAPKOTUKOB B Ka4eCTBE aHAIBIETUKOB CIEAYET TLIATEIbHO KOHTPOIMPOBATh, HO
Jydiiie 136eraTh B CUIy XPOHMYECKOTO XapaKTepa CIy4aeB KPOBOTEUEHVS 1 OIACHOCTH
MPUBbIKAHNA.

- Bo BpeMs am130/710B CUIIBHOTO KPOBOTEUEHNs IPOTUBOIOKA3aHO UCIIO/Ib30BAHNE HECTEPOUTHBIX
IPOTMBOBOCIATUTENBHBIX cpefcTB (NSAIDS) 1 megukameHTOB, cogep>kamux ASA. OgHako
MO>KHO C OCTOPOXXHOCTBIO IIpUMeHATh HeKoTopble NSAIDs ¢ nurn6uropom COX-2.

» Crenyet yaenuTb 60yblile BHUMAHNUA (U3NOTEpANN, IIOCKOIbKY OHA UTPAeT aKTUBHYIO POJIb B
JIEYEHUM OCTPBIX KPOBOM3/INAHMUI B CYCTaBBL

- Kak TonbKo 6071b 11 OITYX0/Ib HAYHYT CIIA/IaTh, MAIMEHT JO/DKEH MONpo60BaTh M3MEHNUTD
KOMGOPTHOE MOI0XKeHVe ITIOPaKEHHOTO CyCTaBa Ha QPyHKI[MOHAIbHOE.

= OTo 03HayYaeT MOCTENEHHOE YMEHDIICHNE 3OTHYTOCTN CYCTaBa U IIONBITKY ITIOIHOCTbIO
paciipAMUTD €T0.

- Boaro Hei[CTBI/Ie CIefyeT BKIIOYNTb OCTOPOXKHOE, ITACCBHOE paSI‘I/I6aHI/I€ 1, 9TO emé Ba’XKHEE,
AKTUBHDbIE COKpalll€eHNMA MbIIIL /15 PaCIIpAMIIEHNA CyCTaBa.

- Yem paHbII€ CYCTAaB OKaXXETCA B (I)YHKI_U/[OHaJIbHOM II0/I0OKE€HUM, TEM paHbIII€ BO3HUKHET
AKTUBHBIV MBILLIEYHBI KOHTpPO/Ib, YTO, B CBOIO OY€PEND, IIPENOTBPATUT anO('l)I/IIO MbIIII] U IIOTEPIO
ABIVDKEHMA CyCTaBa.

Acnupayusa

B HeKOTOPBIX 06CTOATENBCTBAX IIPU OCTPOM IeMapTPO3€e MOXKHO ITOAYMaTh 00 OTCACBIBAHUM COAEPKIIMOTO
nornocty (ymaneHny KpoBy U3 cycrasa). [Ipy HakoIleHny 3HAYMTETBHOTO KONMMYECTBA KPOBM B CyCTaBe
paHHee yjajieHue KpOBM IOJDKHO IIPUBECTM K OBICTPOMY 3aTMXaHMIO OO/M U TEOPETUYECKY — K CHYDKEHMIO
BPEIHOTO BO3/EVICTBIA KPOBY Ha CYCTaBHOI Xpswy. OJHAKO OTcachbIBaHMe COfIeP>KMMOTO TTOJIOCTY OOBIYHO
HEOCYIIeCTBMMO Ha NTPaKTHUKe, IOCKOIbKY B Mieasie OHO JNO/IKHO OCYLIECTB/ATLCA BCKOPE MOCTIe STM307a
KpoBoTedeHM (<12 4acoB), U JO/DKHO BBIIOMHATBCA BPAdYOM B MEAVMIMTHCKOM YUPEXKICHNI.

o  Kumeny cutyanuii, korga MoXKHO paccMaTpyBaTh OTCACBIBaHNeE, OTHOCATCS CIeAYIOLIe:
- TreMapTpo3, He OTpearupoBOBALINIT Ha 3aMellleHNe (paKTopa B TedeHMe 48-72 4acos;

- 607b 1 OITyXaHuUe, HeCOPasMePHbIe C KPOBOTEUEHMEM, IPUYEM B 3TOM C/Tydae C/Ief[yeT UCKIIOUNTh
«CENTUYECKUI CYCTaB».

» OrtcacbiBaHMe He peKOMEH/IyeTCs OCYILIEeCTB/IATD IIPY 3apaKeHNN Hapy>KHOTO C/IOS KOXKIL.

» Hamume MHrMOMTOPOB TakXKe CIeAyeT pacCMaTpPMUBATh KaK MPUYMHY IIOCTOSHHOTO KPOBOTEUEHMA P
COOTBETCTBYIOLIEM 3aMelljeH!N (PaKTOPa, ¥ OHO JO/DKHO MCKITIOYAThCS [0 TOTO, Kak OyzeT
IIpeJIIPUHATA IONBITKA OTCAChIBaHMA.

 OrcacpIBaHNe JO/DKHO OCYLIECTB/IATHCA IPYU YPOBHAX QaKTopa, Mo MeHblIel Mepe, 30-50% B TedyeHue
48-72 gacoB. OTcacbIlBaHMe U3 CYCTAaBOB He CIefyeT NPOU3BOAUTD IPU OTCYTCTBUMU TaKOTO
3aMenanlero gaxkropa.
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. HeO6XOI[I/IMO MCIIO/Ib30BAaTh UITTYy C KaHa/JIOM 60JIBIIIOTO auamMeTpa, 1o MeHbIIIen Mepe, 16 Kam/l6pa.

o Ilocne orcaceiBaHUA CyCcTaB CII€AYET IIOJIHOCTbIO MMMOOUIN30BaTh Ha OIVH 4Yac.

femaTtombl B mbiLiLax

HeSaMeI[JII/ITeHbHOIU/I IIoMomm Tpe6YIOT T€ KpOBOUI3NMAHMA B MATKVE€ TKaHM U MbIIIIBI, KOTOPbI€ HAHOCAT ymep6
rpyniaM CI‘I/IéaIOH.U/[X MbIIIIT PYK 1 HOT. KpOBOI/ISHI/IHHI/I}I HaunbosIee OIacHbI B T€X y4acTKax Teja, rae OH MOIryT
HaHECTU ymep6 (bYHK]_U/IOHI/[pOBaHI/IIO HepBHO—COCY}II/ICTOf/I cuctembl. K 9MCIy TaKNX Y9aCTKOB OTHOCATCA:

U HOJIBSILOIHHO—HOHCHI/I‘{HaH MbIlIIa, KOTOpaA MOXET CTaTb HPI/I‘{I/IHOﬁ IIapaan4da 6€Hp€HHOI‘O HEPBA;

o VIKpOoHOXHas MBIIIIIA, KOTOPas MOXKET CTaTh IPUYIHOI IIOBPEX/IEHNA 3a/JHET0 00/blIeOepIj0BOro
HEpBa, I MIOT€HHAasl KOHTPAKTypa, KOTOpas MOXKeT CTaTh IPUUMHON 9KBIHYCA; a TAKKe

o Ipynma cru6aronyx MBI IPeIIeYbs, KOTOPas MOXKeT BBI3BaTh UIIEMIYECKYI0 KOHTPAKTYPY
donpkMaHa.

JledeHne TakMX KpOBOM3NIMAHMII BKIIOYAeT B cebs CIefyolee:

« Taxue KpOBOM3NMVAHNA TPeOYIOT TIATETBHON KIVMHUYECKON OLIeHKM Y HAaO/MIoeHNA.
+ Heob6xoauMo He3aMeINTeNbHO MIPUCTYIUTD K 3aMelleHNIo (paKTopa.

o CwibHble KPOBOM3IMAHMA B 9TUX KPUTUUECKUX MECTaX MOTYT IIOTPe6OBaTh Hojiee BBICOKMX YPOBHEN
3aMeleHNs GaKkTopa B TeueHue 6oree IPORO/DKUTEIbHOrO BpeMenu (cM. Tabnuny 1, cTp.45).

o JledeHue CUIbHBIX MBIIIEYHBIX KPOBOMU3/IMAHNUI JO/DKHO TaKXKe BK/IIOYATh B ce0s apyrue
BBIIIECYTIOMAHYThIE MEPBI, KaCaIOLMeCs CUIBHBIX KPOBOMSIMAHMIA B CYCTaBbl, TaKMe KaK IIONHATHE
MOBPEXIEHHON KOHEYHOCTN U PU3UOTEpAIIVsL.

XpoHUYecKku remapTpos

[Tocne Toro, Kak B CycTaBe HAa4a/IUCh IepuofMIecKre KpOBOU3MIAHMA (1[e7IeBOI CYCTaB), B HEM IMIPOMCXOAAT
XpOHMYECKNEe N3MeHeHNA. DTY U3MeHEeHNUs 3aTParuBaloT BCe TKAHM B IIpeJieax CyCTaBa M BOKPYT HETO: CMHOBU-
aJIbHYI0 000JIOUKY 1 XPsAILLl, MeMOPaHy 1 CBA3KY, KOCTU 1 MBILIIIBL.

o XPpOHMYECKNUII CUHOBUT OOBIYHO OOHAPYXMBACTCS B TeUeHIE IEPBOIL 1 BTOPOI JeKa/Ibl )KM3HIL.

o JledyeHue XpOHMYECKOII TeMODIINYECKOI apTPOIIATUM 3aBYICUT OT CTaJMM, Ha KOTOPOJ OHA
obHapyxeHa.

XpoHu4yecKuli cuHoeum

IIpy moBTOPAIOIIMXCSA KPOBOMU3MMUAHUAX B CYCTaB IIPOMCXOAUT XPOHMUECKOE BOCIIa/IeHNe ¥ B KOHEYHOM
UTOTe TUIEPTPOPUPOBAHIE CMHOBUAIBHOI 000IOUKI, OTYErO CYCTaB MIPUOOpeTaeT Ype3MepHO PaCITyXIIINil
By, Takoe pacryxaHue 0OBIYHO He IVIOTHO 1 He 0000 60/Ie3HeHHO. 3a4acTyIo uMeeT MeCTO aTpous
MBI, XOTSA COXpPaHAETCA OTHOCUTE/TDHO 60}Ib]_HaH CTEIIEHDb IIOABVIKHOCT.

JIMarHo3 CTaBUTCA HOC/Ie BBIIOTTHEHNUS 00CTOATEIbHOTO B13ndeckoro obcnenosanmus cycrasa. Hamane
CMHOBMA/IBHOJ TUIIEPTPOPUM MOXKET ITOATBEPXKAATHCA YIBTPa3ByYKOBOI O1M0IOKaL el 1
SAMP-unTpockonmeit. O6pI4HasA peHTreHOrpaMMa 1 0co6eHHO SIMP-MHTPOCKONNA MOTYT OKa3aTbCs I0JIe3-
HBIMU IIpU OTIpefieIeHNN CTelleHU U3MEHEeHNI B cycTaBe. Lle/b eueHns — KOHTPO/Ib HaJl CMUHOBUTOM U
obecredeHne IPaBIIbHOIO QPYHKIMOHMPOBAHMA CycTaBa. BO3MOXKHBI ClIelyIolie BApUaHTBI:
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» KpaiiHe BayKHBI e)Ke[HEBHbIE YIIpaXKHEHNA A7A YKPeNJIeHNA MBI U TOAgep>KaHUA OBYDKHOCTHI
cycraBa. B ujieanbHOM BapuaHTe 3aMelljeHe KOHIIeHTpaTa paKTopa JO/HKHO IPOU3BOANUTHCS C TAKO
YacTOTOI U TaKMMM JJ03aMy, KOTOpble JOCTATOYHbI /1A MpefoTBpallieHNA ePUOANIeCKUX
KPOBOU3IUAHUIL.

] HpI/I Ha/IM49Mm JOCTAaTOYHbBIX O3 KOHIIEHTPATOB I10/I€E3HbI KPAaTKNE (6—8 He]le}'[b) KYypcChl 1€e9€eHnd,
BK/IIOYaKOIne B cebs BTOPUYHYIO HpO(l)I/I}IaKTI/IKY " MHTEHCUBHYIO Q)MSMOTepaHI/IIO.

o Cpencta NSAID (nuarn6urops: COX-2).

o BHyTpucycTaBHas MHBEKLUMA CTEPONJIA JJINTEIBHOIO JEMICTBUA.

CuHoB3KMomus

CHHOBIKTOMMUIO CTIeflyeT paccMaTpyUBaTh B CIydae XPOHMYECKOTO CMHOBMUTA C YaCThIMU IepUOANYECKUMU
KPOBOU3/IMAHUAMMY, KOTOPble He IOAJAI0TCS JIeUeHNIO IPYTUMU cpefcTBaMit. K BapuaHTaM CMHOBIKTOMUNI
OTHOCATCSA XMMIYECKNIT MO0 paiON30TOIHbIN CMTHOBMOPTE3 ¥ apTPOCKONMYECKasl VIV OTKPBITAas XUPYPIN-
9ecKasd CMHOBIKTOMUA.

« Xwupyprudeckas CMHOBIKTOMMSI, KaK OTKPBITas, TaK U apTPOCKONIMYeCKast, TpedyeT Hamnanus
OTPOMHBIX PeCypCOB, BK/IIOYasi OIBITHYIO OpUIrafy Bpadeit, CIeliaIN3MPOBaHHbI LIEHTpP JTeYeHV
reModuuy 1 60NbIINe 3aachl pakTopa CBEPTHIBAEMOCTHU KPOBU. B HacTosIee BpeMsa XUpypruyeckas
CMHOBIKTOMUS HEOOXOMMA PEIKO ¥ pacCMaTPUBAETCS TONIBKO B CIy4asiX, KOIZIa MeHee VHBa3VBHbIE I
CTONb ke 3¢ deKTUBHbBIE IPOLIEAYPHI He IPUBOIAT K O>KUIAeMbIM Pe3y/IbTaTaM.

o Jlns1 mevdeHnst XpOHMIECKOTO reMOPUINYeCKOTO CMHOBIUTA C/IeflyeT BBIOMPATh HEXMUPYPIUIECKYIO
cnHOBaKTOMUK. OueBNUIHO, 4TO Hanbosee 3¢ eKTUBHBIM U HaVMeHee IHBAa3MBHBIM METOLOM
SIBJIACTCA PaJVOM30TONHAS CMHOBIKTOMMS C MCIIO/Ib30BaHMeM 41CTOro 6era-usmydarens (pocdop-32
wit utTpuit-90). OHa uMeeT HayMeHblIIee KOIMIECTBO IT0O0YHBIX 3P PEKTOB U OCYIeCTBIACTCS B
IIPOCTBIX aMOY/IaTOPHBIX ycnoBusAX. Kpome Toro, oHa TpebyeT /160 MIUHMMAIBHOI ITOCIEYIOLel
¢dusmorepanuy, mb6o He TpebyeT eé Boobuie. [ Hee HeoOXOAMMa TONBKO OffHA 032 (pakTopa
CBEPTHIBAEMOCTH KPOBI ¥ TOZIBKO OfIHA /{032 M30TOIIA.

o Ilpu oTcyTCTBUM paion30TOINA afleKBATHO a/JIbTEPHATUBOMN ABNIAETCA XMMIYECKasd CMHOBIKTOMMUA.
I[Ipy 5TOM MOXKHO MCIIONb30BaTh MO0 pUpaMINLNH, 1160 XIOPIUAPAT OKCUTETPALMK/INHA.
Xumndeckas CMHOBIKTOMUSA TpeOyeT eXKeHele/IbHbIX IHbeKIMIl BIVIOTb 10 BOCCTAaHOBJIEHNA KOHTPOJIA
HaJl CMHOBUTOM. OT1 60JIe3HEHHbIe MIHbEKINY TPeOYIOT IeKapCTB, IPUYEM LA KaXKOI MHBEKLINI
HeoOXoayMa fo3a pakTopa cBEpThIBAEMOCTY KpoBu. Huskas cTOMMOCTD XMMUYECKOTO peaKTuBa
KOMIIEHCHPYeT He0OXOAMMOCTDb YaCThIX MHBEKIUIL.

XpoHu4yecKas 2zemogpunuvecKkas apmponamusn

9710 3ab0/IeBaHIe MOXXET PasBUTHCA B JII000€ BpeMs II0C/Ie BTOPOIL IeKabl XXI3HM, MHOTA PaHblIle, B 3aBI-
CYMOCTY OT MHTEHCHBHOCT!I KpOBOTeUeHM U ero nedeHnss. OHO BbI3bIBAETCS IOCTOSHHBIM XPOHMYECKIM
CUHOBUTOM U IEPUOANIECKIM IeMapTPO30M U MIPUBOAUT K HEOOPATUMOMY IOBPEX/EHIIO CYCTaBHOTO
XpsIa.

. HpI/I HpOJIO)'I)KaIOH.IeIZCH yTpare XpAlla pa3BUBAE€TCA COCTOAHNE IPOrpECCUPYIOLIETO apTpUTa HapAAy C

BTOPMYHBIMU KOHTPAKTypaMy MATKUX TKaHel, anO(bI/IeI?I MbIIII, 1 YTTTOBbIMI Heq)OpMauMHMM.

o Ilpm nmpopgomxaromeMca XpOHMIECKOM TEYEHUY apTPONATUN MIPOVICXOAUT MEHbIIE OITyXaHMA I10
IpUYMHe Iporpeccupyomero Gpuépos3a CMHOBUATBHOI 000/I0UKY U KAIICYIIBL.

o OOBIYHO MMeeT MeCTO yTpara ABVDKEHMII U CrubaTe/lbHas KOHTPAKTypa, KOTOpas HPUBOAUT K
Hanbosee 3HAYNTEIbHON yTpaTe QYHKIINIL.

» 3aboreBaHMe MOXKET CONPOBOX/ATHCA VIV He CONPOBOX/IAThCA OOIEBBIMM OIYIIEHUAMIL.
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Papyorpaduyeckye npusHaKy XpOHNYIECKON reMo(UINIecKoil apTpOIaTUy 3aBUCAT OT CTaayM 3a00/IeBaHMA.

o JI3MeHeHNs Ha paHHeN CTAfNY BK/IIOYAIOT B ce0s OIyXaHue MATKMX TKaHell, M30bITOUHBII
annu3apHBII POCT M OCTEOIIOPO3.

U CY)KGHI/IG XpAIIEBOIro MpOCTpaHCTBA BapbMPYETCA OT MUHMMAJIBHOI'O CY>KE€HUA O €ro II0JIHOr0
JMICYE3HOBCHIA.

o PasBuBaioTCcsa KoCTHas po3uAa n Cy6XOH}1pa}IbHaH KOCTHas JUCTA, 9YTO IIPUBOAUT K HAPYIIEHNIO
KOCTHBIX HOBCpXHOCTef/l CYCTaBOB I BIIOCTIEACTBUI — K YITIOBBIM HE(l)OpMaLU/IHM.

o IIpm aTOM MOXET BOSHUKHYTH (GUOPO3HBIN/KOCTHBIN aHKITIO3.

Llenp nedeHns — yIyqmnTb GyHKIMOHMPOBAHNE CYCTaBOB U 00/1erdynTh 60/1b. BapuaHThI Te4eHns XpoHu-
4eCKO¥ reMopuINIecKoit apTpOIaTUM 3aBUCST OT:

o Cragun 3a6omeBaHus;
o CUMITOMOB IIAlIME€HTa; a TAK)KE OT

o VIMeromuxcsa pecypcos.

Ha aToit cTaguy o4eHb BaKHBIM 9/1eMEHTOM JIeYeHNA AB/IAETCS KOHTponupyeMas ¢pusuoTepanus. 3aMeHa
¢daxTopa He0OX0AMMa, eC/IN TeKylllee KPOBOTeUeHVe IPOMCXOANT BO BpeMs ¢uanorepanuu. bomb cnenyer
KOHTPOJIMPOBATH C IOMOIIbIO COOTBETCTBYIOIIMX aHA/IbIETHKOB.

e Vconp3soBaHus HapKOTUYECKUX CPEACTB I1I0 BO3MOKHOCTH CIIENYET nsberarn.

o Jlna ocnmabneHus apTporeHHoit 60mu MoxxHO npuMeHATb NSAID (HekoTopsie nHrn6uTopsr COX-2)

KOHCCpBaTMBHbIe METO[bI JICUECHNA BKIIIOYAIOT:

o IlocnemoBarenbHOE UCIIONB30BaHMe IUIICOBOI IOBS3KM /IS VICTIpaB/ieHus fedopMaruii; a Takxe

o  ODyxcanmio n 6MONPOTE3MPOBaHIME /IS MOAAEP>KaHNA 60/Ie3HEHHBIX Y HECTAOVM/IbHBIX CYCTaBOB.

B cimyugae ecnu 9TH KOHCepBaTUBHbIE MEPbI He IPUBOJAT K YAOB/IETBOPUTEIBHOMY 00/IeryeHnIo 60 u
YIy4lIeHN0 QYHKIMOHATBHOCTU CYCTaBOB, MOYKHO PacCMOTPETb BapMaHT XUPYPIUYeCKOTO BMEIIaTe/TbCTBA.
Ilo Havyaa TIOOBIX XMPYPIUIECKNX IPOLeAypP He0OX0AMMO 06eCreynTh Hamu4me COOTBETCTBYIOMINX
pecypcoB, BKII0Yas JOCTATOYHOE KOMNYECTBO KOHIIEHTPATOB (hPaKTOPOB.

B 3aBUCHMOCTY OT KOHKPETHOTO 3a060/IeBaHIs, KOTOpOe HeOOXOAVIMO BbUICUUTD, XUPYPIUYecKye IIPOLefypbl
MOTYT BKJIIOYATh CIefyIoliee:

o PafMOHYK/IMIHBIA CMHOBUOPTES;

» BricBOOOX/IeHMEe BHECYCTABHBIX MATKUX TKaHEl /I IeYeHNsA KOHTPAKTYPhl;

o Aprpockonus i1 MMKBUALVY BHYTPUCYCTaBHBIX CpalllMBaHMUI ¥ KOPPEKLUVM YILleM/IeHNI;
o CMHOB3IKTOMMA NOKTA MOCPEACTBOM YAANIEHNA PafinaibHOM TONOBKI;

o OcreoToMus A1 KOppeKLNH yITI0BOI feopMarny;

+ IIpocrernyeckas 3ameHa CycTaBa Ipy TSDKEMBIX opMax 3aboneBaHms1, BKIIOYas KPYIIHbIE CYCTaBbI
(koneHo, 6enpo, mIev0); a TaKXKe

o ApTpopes IOfbDKKM, KOTOPBIIL ABJISETCS IIPEKPACHBIM CPefiCTBOM 00JerdyeHns 60/ 1 KOppeKunun
fedopMaLmit C 3aMEeTHBIM yTy4llleHVeM QYHKI[MOHA/TbHOCT.
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lcesdoonyxonu

Il remodumnm xapakTepHo crieiuduydecKoe sBIeHMte, Hecyllee IOTeHINATIbHYI0 YTPO3y 3H0POBbIO U KU3HU
HalVeHTa Y Ha3blBaeMoe IICeBJ0OITyX0/bl0. Yallje BCero OHO BCTPeYaeTCsl B IMHHOM TPy64YaToi KOCTY MIn
IIOYEYHOJ JIOXaHKe. BO3HMKaeT MCeBI0ONYXO0/b B pe3y/IbTaTe HEIIPAaBUIBHOTO JieYeHNA KPOBOU3IUAHNUI B
MATKME TKaH!, OOBIYHO B MBIIII[bI, PACIIOTIO’KEHHBIE PANOM C KOCTBIO, KOTOpasi MOXKeT ObITh 3aTPOHYTa
BTOpMYHO. [Ipy OTCYTCTBUM /Ie4eHN ICEBONONYXO0/Ib MOXKET JOCTUTAaTh TUTAaHTCKUX pa3MepOB, CO3aBas
TaB/IeHMe Ha HeIPOBACKY/LAPHbIE CTPYKTYPHI U BbI3bIBasl IATONIOTMYECKME TTepetoMbl. Ha KoxKHOM MOKpoBe
MOBEPX He€ MOXKeT Pa3BUTbCSA CBUIIL

o JIMarHOCTMKa ITPOM3BOAUTCA OOHApY>KeHMeM 06pa3oBaHMsA GU3NYECKUM CIIOCOO0M.

o Briaenenne c IIOMOIIIbIO pam/[orpa(l)l/m OXBAaTbIBACT MACCY MATKUX TKaHel U paspyuieHne
le/meraromeﬁ KOCTN.

» KommbrorepHas tomorpadus n IMP-uHTpoCKOIMs MOTYT AaTb 60jee MOAPOOHYIO 1 TOUHYIO
XapaKTePUCTUKY IICEBIOOIMYXOMMN.

Kypc nedeHuns 3aBUCUT OT MECTOHAXOXK/I€HNsA IICEBJOOIIYXO0/N, €€ pasMepa, CKOPOCTU pOCTa U BIVMSAHMA Ha
compefie/ibHble CTPYKTYPbL. XOTS HEKOTOPbIe OYeHb HeOOJIbIIINe IICeBAOOIYXO0/MN MOTYT KOHTPOINPOBATHCS
IIPYU MCTIOIb30BaHMM (paKTOPO3aMeHIolIel Tepayi, 60IBIINHCTBO IICEBIOOIYXO0Iel TpebyeT Xupyprudec-
KOTO BMeIIaTe/lbCTBA.

o IIpy KpyNHBIX IICEBIOOIYXO/AX MOXKET MOTPeOOBATHCA XUPYPrUdecKas SKCIM3MA, BKI0Yas
aMITy Taluio.

o Ilpu xupyprudeckom BMeIIaTeNIbCTBE MOXET MOTPeOOBATHCS OTCAChIBAHNE CONEP>KIMOTO C
HOCTIefyIolel MHbeKIyelt puOPMHOBOTO Kjiesi B HeKOTOpbIe OpaXKeHHbIe 00/1aCTM,, PacIONIOKEeHHbIe
6mke K iepudepun, U B XOPOLIO JIOKaTM30BaHHbIE MECTA.

llepenomel

I[Teperrombl y 60/1bHBIX reMOdUINeli BCTPEYaloTCsl HePeAKo I Yallie BCETo IPOUCXOAAT B 00/1acTy KOJIeHa U
6enpa. bonpHOI reMounelt mofBepraeTcsa pUCKY IepeoMOB KOCTel PSA/IOM C CyCTaBaMM, B 3HAUNTE/TbHON
CTeIleHM YTPaTUBILUMIU JIBIDKEHME, a TAK)Ke OCTEOIIOPO3HBIX KocTell. ITpy nedeHun nepenoMos Ipy reMo-
¢y TpebyeTcs HeaMeIUTeIbHOE 3aMellleHye KOHIleHTpara (akropa.

« B HavanbHOIT cTagyuy HeOOXOAMMO HOCTUYb YPOBHEI, IO MeHbIlel Mepe, 50% ¥ NOfep)XUBATh UX B
TedyeHue 3-5 mHeln.

o B reuenue 10-14 gHeit, Korma UaeT MPOLECC CTAOMIU3ALINN TTEPETOMa, MOXKHO TIO/Iep)KUBaTh Ooree
HU3KJE YPOBHIUL.

o (dakTHMyYecKoe JeYeHNEe IEPENTOMOB CIeAYyeT OCYIIECTBIATD TAKMM METOJJOM, KOTOPbIil COOTBETCTBYET
KOHKPETHOMY IIEPE/IOMY,, KOTOPBIN BK/IIOYaeT XMPYPIrUIecKoe BMEIaTeTbCTBO P COOTBETCTBYIOIIEM
obecrieyeHNY KOHIIEHTpaTaMu pakTopa CBEPTHIBAEMOCTI KPOBIL.

« Crenyer usberatb NpoOfO/KUTETBHON MMMOOMIN3ALNH, BEAYILEll K 3HAYNTEIbBHOMY OTpaHIYeHII0
aMIUIMTYAbI ABVDKEHUI B COIIPEie/IbHBIX CYCTaBaXx.

 Cpasy nocne crabunmsanum nepeoMa claefyer NpUCTYIaTh K pU3MOTepannm.
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PA3QAEN 4

BbIEOP KOHLIEHTPATOB ®AKTOPA CBEPTbIBAEMOCTU KPOBM
N OPYTUX MEAUKAMEHTOB

KoHueHTpaTbl paKTopa CBEPTHIBAEMOCTM KPOBU

JInopunuanposaHHble KoHIeHTpaTh! pakTopa VIII 1 pakropa IX nmerorcs B mpojake y MHOXKECTBA pas/IMIHbIX
TOPTrOBBIX MapoK. Bcs 3Ta MponyKuMs nofBepraeTcs BUPYCHOM aTTeHyaluu. B paMKax HaCTOAIIETO JOKYMEHTA He
IPefCTaB/IAETCS] BOSMOXKHBIM ITOAPOOHO ONMCATh BCe MMEIOILVIeCs: KOHIIEHTPAThl (akTopa CBEPTHIBAEMOCTI
KpoBu. JTa MHpopMaLuA MMeeTcs B «PerncTpe KOHI[EHTPaTOB (akTopa CBEPTHIBAEMOCTI KpoBI» A-pa Kaporn
Kacnep u n-pa Meitpron Kocra e CunbBa, koTopsiii 6611 BriepBble usiad [logkomurerom no ¢akropam VIII n IX
MexpyHapogHoro obmiecTBa TpoM6o3sa n remocrasa (ISTH) B 1997 rony. PerncTp exxeromHo o6HOB/IACTCA U Ipef-
naraercst BOT kak B meyaTHOM Bufe, Tak 1 Ha Bebcaiite Oefepaunu. B Hero BXopuT cnepyomas MHPOpMaIVsL:

o JToHOPBI (TpaXXIaHCTBO, IJIATHBIN MV OECIIIATHBII);
o Mertoz nonmy4eHns IIasMel;
o Ceponornyeckas peaknyus y JOHOPOB;

o TecTupoBaHMe MUHI-ITY/IOB Ha BUPYCHI C UCTIONIb30BaHMEM aMIUTM(DUKALIY ITOTMMEPA3HOI IIeTTHOM
peaxuuu (I11IP);

o MecToHaxoXIeHMe TPEATIPUATHIL TT0 DPAKI[MOHUPOBAHUIO;
o MeTtompl HpaKIMOHUPOBAHNS;

o MerToOpbI MHAKTMBALUY WM (PUIBTPALIUN BUPYCOB;

o CremneHn o4mCTKY;

o VIgeHTUIHOCTD AUCTPUOBIOTOPA ¥ TTPOU3BOIUTENSL; & TAKXKE

« 3agaHHasg 06/1aCTb pacIpOCTpaHeHNs (I/I1 BHYTPEHHETO PhIHKA WM Ha 9KCIIOPT).

Kpome Toro, BOT ny6nukyer « CipaBOYHUK OL[€HKY KOHIIEHTPAaTOB (PaKTOpa CBEPTHIBAEMOCTI KPOBM».
CrpaBOYHMK COREPXKUT Ba>KHbIE IIPUHIINUIIBI OTOOpa COOTBETCTBYOIMX IIPENAPATOB [Is T€4eHNs TeMO-
¢ummm 1 Takke npepcrasieH Ha BeGcarite BOI. [Ipu Beibope mpenaparos caefyeT yIUTHIBATh KaK Ka4eCTBO
II7Ia3MBl, TaK ¥ TEXHOJIOTUIO €€ IpOM3BOACTBA. KintoueBble MOTOXKEHN MOYKHO CYMMMPOBATh C/IeAYIOMIM
obpazom:
o IIpomyKTbl, MOMTy4YeHHbIE U3 IIa3Mbl Ty TEM (PPAaKLMOHMPOBAHNA, IMEIOT UCTOPUIO Mepefadun
HepeHOCUMBIX C KPOBBIO BUpYcoB (remaruta B, rematura C u BIY).

U KOH].[CHTpaTbI Ha OCHOBE€ IVIa3Mbl, I3TOTOBJIEHHDbIE C VICIIO/Ib3OBAHNEM COBPEMEHHDIX TEXHOJIOTUI U
Ka4Y€CTBEHHDIX ITPOM3BOACTBEHHDIX METOJOB (GMP), CUUTAIOTCA CETOOHA OJHUM 3 BTOB ne4eOHBIX
CpEICTB, ITPpEACTABIAIIMMX HAVMEHbIIYIO OIIACHOCTD /1A IIPVIMEHEHA;

« be3omacHocTh IIpernapaToB ABJIAETCA pe3yabTaTOM YC]/IJ'H/IIZ, IIpeANpUHYMAEMBIX 110 HECKOTBKNM
HaIllpaB/JI€HUAM:

- CoBeplIeHCTBOBaHIE 0TOOPa JOHOPOB (MCK/TI0OYeHVIe COMHUTEbHBIX JOHOPOB);

- CoBeplLIeHCTBOBaHMEe CKPMHUHT-TECTUPOBAHNS CLAHHOI KPOBY, BKIIIOYas TECTUPOBaHNE
HYK/IeMHOBOI KucnoTsl (NAT);

- Tun u Konu4ecTBO Mep, NPefIPUHNMAEMbIX B IIpOLlecce MHAKTUBALMY /WY MUKBULALIUA
BUPYCOB.
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] MHaKT]/IBaI.U/IH BUPYCOB B IIpoLieCcCe IIPpON3BOLACTBA ABIAETCA CaMbIM I'TTaBHBIM (l)aKTOPOM,
IIOBbIIIAIOII VM 6€e301IacHOCTD ITpernapaTros.

. K}IaCCI/I(i)I/IKaLU/IH THUIIOB IIVIAa3MbI OCYIIECTBIACTCA 110!

- Bupy BosHarpakieHus JOHOPY (IUIATHBII MM GeCIUIATHBII), IPUYEM 9TO TpebOBaHIe COIIACHO
COBpeMEeHHBIM CTaH/IapTaM aHAJIOTMYHO TPeOOBaHMAM, KacaIoIIMMCs 6e30I1acHOCTI
IIPOMBIIIEHHBIX TOBAPOB; a TAKXKe

- Mertony otbopa.

« Ha npaxTrke Bce MCTOYHUKY TO/DKHBIM 06pa3oM IPOBEPEHHOI KPOBY JO/DKHBI TOCTABISITD
6e3omacHble, 3(hPeKTUBHBIE TPETAPATHI, ECIV TEXHOMTOTUYECKIE TPOIECCHI TO/DKHBIM 06pa3oM
ONTUMU3UPOBAHBI I UCIIONB3YIOTCs IPABI/IbHbIE IPON3BOACTBeHHbIE MeTonbl (GMP).

+ B mporecc GppakionnpoBanna BaXKHO BK/IIOYUTD OAVH WM 60Jiee MaroB, rapaHTUPYOLINX
VHAKTVBALVIO VIV IMKBUIALIMIO COOTBETCTBYOLIVX BUPYCOB, B IIEPBYIO OYepesib 000I0UeYHbIX, TAKIX
kak B/IY u Bupyce! rematuta B 1 C. 9T0 0Tpasnurcs Ha MPOAYKTAaxX U3 I/Ia3Mbl, KOTOPbIe 0COOEHHO
Ba)KHO M30aBUTDb OT ONACHOCT COAEP)KaHNUA TaKUX BUPYCcOB. IIpoljecchl MHAKTUBALMY U YCTPAaHEHNS
MeHee 3¢ (eKTUBHBI B OTHOIIEHUY HeOOO0TIOUeYHbIX BUPYCOB (rermatuT A 1 napsosupyc B19).

« B HacTosIIee BpeMs He CYIeCTBYeT CKpMHMHI-TecTa Ay 6one3nn Kperudensaa-Akoba (vCJD) n
[IPOBEPEHHBIX METO[OB MHAKTUBAL[MY JAHHOTO areHTa rpu npousBoactse. Hamune vCJD y noHopos
u3 Benuko6puranuy npuBeno K He06X0AMMOCT MCKTIOUUTD IIa3My JOHOPOB u3 Bennkobpuranun us
npouecca GpaKMOHNPOBAHMISL, & TAKXKE K MCK/TIOYEHNIO TOHOPOB U3 IPYTUX CTPAH C U3BECTHBIM
MOBBIIIEHHBIM PUCKOM.

o Puck nepepaun vCJD nocpescTBOM IIpenapaToB Ha OCHOBE IJIa3Mbl He YCTaHOBJIEH.

Boibop npenapamos 014 3amecmumenbHoli mepanuu

Oco60ro BHMMaHNUA 3aCIy’>KMBalOT Ba BOIIpOcCa:

o Uucrora npenapara;

. MHaKTI/IBaLU/IH/Q}II/IMI/IHaLU/IH BUPYCOB.

Yucrora

ITop yncTOTOI MOHMMAETCs IPOLIEHTHOE COflep>KaHye B KOHIIEHTpaTax TpebyeMoro MHrpeiueHTa
(manpumep, FVIII) no oTHOMmEHMIO K APYTUM IIPUCYTCTBYIOIUM B HUX MHTpenyeHTaM. HecmoTps Ha To,
4TO OOLIEIPUHATON KIaccUKAIMY IIperapaToB Ha OCHOBE MX YMCTOTHI He CYIIeCTBYeT, MOXKHO C/lellaTh
cepyromye o61Ie BEIBOABL:

o Huskas yncrora o3uHavyaet comepxanne metee 10 ME Ha mr Gernka.

o Cpenusis ynucToTa o3Havaet cofiepxanue 10-100 ME Ha mr 6enka.
 Bpicokas uncrora osHadaet copep>xanue 100-1000 ME Ha mr 6ernka.

» OueHb BbICOKas YMCTOTA O3Ha4YaeT copepxkanue 6onee 1 000 ME Ha Mr Oenka.

» Ilpepmaraemble phIHKOM KOHLIEHTPAThl 3HAYUTEIbHO PA3NNYAIOTCA 110 CBOEN uncrore. HekoTopeie
IIpenaparhbl MMEIT BbICOKYIO VI/IM OY€Hb BBICOKYIO YMCTOTY Ha OFHOV CTafVy IIPOM3BOJLCTBEHHOIO
IIpoliecca, HO BIOCTIECTBUY CTaOMIN3NPYIOTCS 6€/IKOM, CHIDKAIOIIMM X KOHEYHYI0 4nucTOTy. Boobe
TOBOPsI, IIpemaparhl ¢ 60Jiee BHICOKOI YMCTOTON OOBIYHO IMEIOT HU3KUIT IPOVM3BOJCTBEHHBIN BBIXOJ,.
9TO 4aCTUMYHO CBA3AHO C 60JIee HU3KUM IIPOLIEHTHBIM cofepxaHueM dakropa Bumrebpanna
(ectectBenHOrO HOCUTenA npotenHa FVIII). IloaToMy cTOMMOCTD TaKMX KOHIIEHTPATOB BBIIIIE.

» Dbosee BbICcOKas 4MCTOTAa HEKOTOPBIX IIPENapaToB HAET KIMHMUYeCKe NTpenuMyllecTsa. Hanpumep,
KoHIIeHTpaThl FIX BBICOKOI YMCTOTBI C HEOCTATOUHBIM cofiepxkanueM ¢akropos II, VII u X 6onee
IIpeAOYTUTEIbHBI /I JIedeHNA reModumy B, 4eM Tak HasbIBaeMble KOHIIEHTPAThI
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HpOTpOM6I/IHOBOI‘O KOMIIJIEKCA, U3TOTOBJICHHDBIC 13 CMECHU 3TUX q)aKTOPOB. Victionbp3oBaHue
IIpe€rapaToB BBICOKOJ YMCTOTHI CHIYKAeT pUCK TpOM603M6OHI/I‘{eCKI/IX OC/IOKHEHUI.

J y6€I[I/IT€}IbHI)IX 0Ka3aTE/IbCTB O BIIMAHUN YMICTOTHI KOHIIEHTPATOB FVIII Ha oBhIlIeHNIE
6€30IacHOCTI 3TUX IIperniapaToB HE IIPEACTaB/I€HO, II0O3TOMY /11 CHVDKEHNA aKTUBHOCTH BUPYCOB
IIPpONO/DKAIOT IPUMEHATDHCA al€KBATHbIE MEPBI.

MHaKTMBauma/3nMMmmHaumna BUpycos

CYHIeCTByeT BCé BO3pacTawniada TEHACHIVA BK/IIOYAaTh B TEXHO/IOTMIO ITPOM3BOACTBA KOHLEHTPATOB JBa
CIIeqMaIbHbIX IIPOILIE€CCa, KOTOPbIE CHIVDKAIOT KOINIECTBO BUPYCOB.

o TemnnoByo 06paboTky, KoTOpast 0O6bIYHO 3(p(PeKTHBHA IPOTUB KPyra OOJIBIIOr0 KOIMYECTBA BIPYCOB,
KaK C JIMIUHOV 000/104KoIi, TakK 1 6e3 Heé, HanpuMep BVY u Bupycel renatuta A u C.

o O6paboTKy pacTBOPAIOLUIVIMI/MOIIUMI CPefiCTBaMy, KoTopas 3P deKTNBHA IPOTUB BUPYCa TelaTUTa
C u BI1Y, HO He MHAKTUBUPYeT TaKye He0OOI04YeYHbIe BUPYCHI, KaK BUPYC TelaTnTa A.

HexoTopble BupychI (KaK, HaIpuMep, Ye/IoBedecKnil IapBoBUpyC B19) OTHOCUTENBHO YCTOMYMBBI K 060UM
3TUM IIpOLleccaM, IIPU STOM HY OAVH 13 HbIHE CYIIECTBYIOLIX METOLOB He CIOCOOEH MHAKTUBIPOBATD
HIpUOHBL. [I714 ylaneHns TaKMX BUPYCOB MaJIOro pasMepa, KaK IapBOBUPYChI, MOXKHO JICIIO/Ib30BaTh HAHO-
(ynbTpa-) ¢punbTpanuio.

ITpu BbIGOpE MpemnapaTa OCHOBHOE BHYMAaHIE C/IefyeT oOpaljaTh Ha Ka4eCTBO I/Ta3MBbl i BO3MOXKHOCTD
TecTupoBaHus. [IpenapaT, mpou3BefEHHBII 10 TEXHOTIOTUM, B KOTOPYIO BKIIOYEHBI /1Ba Ipoliecca o
CHIDKEHMIO aKTVBHOCTY BUPYCOB, He TO/DKEH aBTOMATUYECKY CUUTATHCS Iy4llle TOT0, KOTOPbIH OB
HO/{BEPTHYT BCETO JIMIID OMHOMY CIIEIaTbHOMY IIPOLIECCY II0 CHIDKEHNIO BUPYCHOIT akTuBHOCTHU. Ecn
JICIIO/Ib3YETCSI TOBKO Of{MH IIPOLIECC , TO >KeTaTe/IbHO, YTOOBI STOT MPOLeCC MHAKTUBUPOBA BUPYCHI KaK C
JIMIIAIHON 060I0YKOI, TaK U 0e3 Heé.

MaazmeHHbie/pekombUHaHmMHbie npodyKmeol

BOI He oThaéT npeAmnoyTeHyst peKOMOMHAHTHBIM IIPOAYKTaM Iepef; KOHIIEHTPaTaMy Ha OCHOBE IIa3Mbl, 1
OKOHYATe/IbHBIII BBIOOP MEX/Iy STMMM K/IaCCaMy IIPeIapaToB Ae/IaeTcsl B COOTBETCTBUM C MECTHBIMM KpUTe-
puAMMN.

Kpuonpeuunurar

« Kpronpeunmnurar mogroraBnampaeTcsa NyTéM MeJ/ICHHOTO OTTaMBAHUA CBEXe3aMOPOXKEHHOI TI/Ia3Mbl
(C3II) npu 4°C B Teuenne 10-24 yacos.

« Korza xpuonpenunmuTar nossiAeTcA B BIJie HEPACTBOPUMOTIO OCafIKa ¥ OTHENACTCI METOLOM
LeHTpU(YIMpoBaHUs, OH COflep>KNUT 3HaunTenbHOe Komrdectso FVIII (oxomo 5 ME/mn), daxropa
Bunne6bpanpa (vWEF), pubpunorena u FXIII (1o me FIX mm XI). [Tonry4arommiicsa cynepHaTaHT
Ha3bIBaeTCsA KPMO-00eHEHHOI I/Ia3MOII 1 COLIeP>XKUT Apyrye paKTophl CBEPTHIBAEMOCTI KPOBH, TaKue
kak ¢akrops! VII, IX, X n XI.

K xpuonpenunurary npegbapiseTcs HECKOIBKO TpeOOBaHMIL:

o Copepxumoe (akTOpa CBEPTHIBAEMOCTY KPOBY B Pa3HBIX YIIAKOBKAX HEO[VIHAKOBO U OOBIYHO He
KOHTPO/IMPYETCH.

o [l KpuompenumnuTaTa He IPUMEHSIOTCS IPOLIeCCh MHAKTUBALMY BUPYCOB (Takye Kak o6paboTka
TETJIOM VT PACTBOPAIOIINMI/MOIOIIUMY CPENCTBAMU), YTO HEM3OEKHO MPUBOIUT K BOSHNKHOBEHUIO
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pucKa nepefady 60/1e3HETBOPHBIX BUPYCOB, IPUYEM NPV HEOHOKPATHOM YIIOTPeOTeHNN 9TO MOXKET
MIMeTb HeXKeJlaTe/IbHble TocencTys. [loaToMy mpuMeHeHne 9TOro Ipernapara npy edeHnn
BPOX/IEHHBIX HapYIIeHNiT CBEPTHIBAEMOCTI KPOBM MOXKHO OIIpaB/aTh TObKO B TeX C/Ty4asX, KOrza
KOHIIEHTPAThl (paKTOpa CBEPTHIBAEMOCT KPOBY HEIOCTYIIHBL

BOT oTpaer npennoyTeHne UCIONb30BAHNIO KOHI[EHTPATOB (PaKTOPOB CBEPTHIBAEMOCTY KPOBM Iepeli KpHOoIpe-
punutatamn. OgHako BOT npusHa€éT, 4To B peabHOI XMU3HY KPUONPELUIINTAT OT OGHOTO JOHOpa
MO-TIPEeXHEMY IIMPOKO VCIIONIb3YeTCsA B TeX CTPaHaX MUPA, I7ie OH ABIAETCA €IUHCTBEHHBIM JOCTYIHBIM
METO/IOM JI€YEHUA.

ITo xpaitHeil Mepe, MOXXHO NIPeAIIPUHATh HEKOTOPbIe MePhI /IS CBEfieHNA K MMHUMYMY pUCKa Iepenaun 6omes-
HeTBOPHBIX BUpycoB. K HUM oTHOCATCA:

» KapanTrHusanus nmasmsl o Tex I0P, ITOKa IOHOP He OyzieT o6cefoBan Ha mpepMet anTuTen BUY,
rematuta C 1 HBSAg — X0Ts Takyio IpaKTUKY TPYAHO BHEPUTH B CTPaHAX C HEOOBUINM YMC/IOM
IIOCTOSTHHBIX JIOHOPOB;

» TectupoBanue MetTonoM nonyuMepasnoii renHou peakuyy (IT11P) na BUY u Bupycsl renatura B
n(umu) C - 9Ta TEXHOMOTHSI MOTEHI[MATBHO MeeT HAMHOTO OOJIblliee 3HAUEH e /ISl TIPOU3BOMCTBA
KpUOIIpeUNIINTATA, YeM /I IPOM3BOMCTBA KOHLIEHTPATOB, IIOCKOJIbKY IOCTENHIE TaK NIV MHAYe
MO/IBEPTalOTCA TEXHONIOTMAM VHAKTUBALMY BUPYCOB; a TAKXKe

o IlonuTyka KOHTpOIIA Ka4eCcTBa, BK/II04asA KOHTponb copepxkanus FVIIL

CBe)Ke3aMOpOXKeHHaa nna3ma u Kpno-obegHEHHasA naasma

MHoroe us TOTO, 4YTO 6BIJIO CKa3aHO O KpuonpeuunnurTare, IpMMeHNMO I K VICIIO/Ib30OBAaHMIO CBEXXKE3aMOPO-
SKEeHHOM IIJTa3MBbl (CSH), KOTOpas ABJIAETCA ICTOYHMKOM BCEX (baKTOpOB CBéprIBaeMOCTI/I KpOBM, a TaKXXe€ K
JCITIO/Ib3OBAaHUNIO KpI/IO—O6€I[HéHHOI7[ II/Ta3MBbI.

o Ilockonbky C3II u kpno-obegHéHHas m1asma cogepxar ¢akrop IX, oHM IO-TIpeXKHEMY UCIIOIb3YIOTCA
pu nedeHnu reMmodumy B B Tex cTpaHax, KOTOpble He MOTYT ITI03BONIUTD cebe KoHIjeHTparthl FIX Ha
OCHOBE IIa3Mbl.

o C3II MOXeT TaK>Ke MCIONb30BAThCA [i/Is JIEYeHNsI KPOBOTEUEHMII Y ALIMEHTOB C HEKOTOPBIMU bosiee
PeIKIMI BPOXKIEHHBIMI HAPYLICHUSIMI CBEPTBIBAEMOCTI KPOBM B T€X CUTYaL[UsX, KOIla KOHKPeTHbIE
KOHI[eHTPAaThl HeOCTYNHBI (Hanpumep, ¢pakrop V).

« C3II n xprno-obenHEHHASA I/Ia3Ma MOTYT IIPUMEHATHCA U IIPY JIe4eHNM ALMeHTOB C JIETKOI (opMoit
nedpunura paxropa XI (FXI), Korma KOHKpeTHBIN KOHIIEHTPAT HEeLOCTYIIEH WV KOTja ero
VICIIOJIb30BaHIe IIPOTYBOIIOKAa3aHO B CHITY IIOTEHI[MAIbHOI OIIACHOCTY TPOMO00Opa30oBaHMA.

» K ymakokam C3II MOXHO IpUMeHATh HEKOTOpBIe (POPMBI BUPOLMIAHON 00paboTKy (BK/II0Yast
00pabOTKy pacTBOPSIOIVIMY/MOIOLIVIMY CPEACTBAMMI), IPU STOM PEKOMEHJYeTCs MCII0/Ib30BaHMe
06paboTaHHBIX ynakoBok. OJHaKo BUpOLMiHas 06paboTka MOXKeT HEeKOTOPBIM 00pa3oM IOBIUATh Ha
(dbakTopsl CBEPTHIBaeMOCTI KPOBHU. [I0 TIOKa3aHO, YTO, IPOMBINIIEHHOE TIPOU3BOICTBO T/Ta3MBbl,
00pabOTaHHOII CONTbBEHT-/IeTEPTeHTHBIMM CPefiCTBAMM, CHIDKAET JOJII0 CAMBIX KPYIIHBIX MY/IBTVIMEPOB
vWE

BOT noppep>xmBaeT MpeAOYTUTEIbHOE MCIIONb30BaHNe KOHI[EHTPATOB (PaKTOPOB CBEPTHIBAEMOCTY KPOBM IIepe]
C3II unu kpuo-obemuénnoi miasmoit. Onaako BOT npusnaér, uyto B peanpuoii skusuu C3I1 n kpuo-obef-
HEHHas IT1a3Ma [O-TIPEKHEMY IIMPOKO MCIONb3YIOTCA B TeX CTPaHaX MUPA, ITie OHM ABJIAIOTCS eUHCTBEHHBIMU
JOCTYIIHBIMU CpefiCTBaMM JTeYeHNA.
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Apyrve dapmaKkonormyeckue cpeacTsa

B momonHeHMe K TpagUIMOHHBIM KOHI[eHTpaTaM (pakTopa CBEPTHIBAEMOCTI KPOBU CYIIECTBYIOT U PYyTe
CPeACTBa, KOTOPbIe BO MHOTHUX C/TY4asiX MOTYT OBITb O4eHb IoIe3HbIMI. K HUM OTHOCATCS:

o JlecMompeccus;
o TpaHexkcaMoBas KIC/IOTa; @ TAaKXe

. 9HCI/IHOH-aMI/IHOKaHpOHOBa}I KHNCiorTa.

HAecmonpeccur (DDAVP)

HecmomnpeccuH (1-meamuHo-8-D-aprnHNHOBBII Ba30MPECCHH, TaKXe n3BecTHBIN Kak DDAVP) mpencrasnsier
co060J1 CMHTeTHYeCKMIT aHA/IOT aHTUANYpeTndeckoro ropmona (A/IT). HasHaueHne faHHOTO Tpemnapara
noseinraeT yposuu mwiasmsl FVIII u vWE Heob6xonumo nMeTb B BUAY CIefyIOLIee:

o Yaire Bcero oHa Ha3HA4AETCs Il BHYTPUBEHHOI MHQY3UY, OFHAKO €€ MOXKHO BBOJUTD U CIIOCOO0OM
TMOAKOYKHOW UHBbEKIIUN.

o OpHna BHyTpyBeHHas MHQY3uA f03bl 0,3 MUKpPOrpaMM/KT Beca Te/la MO>KeT HOBBICUTb ypoBeHb FVIII B
TpU-LIECTb pas.

o MaxcumanbHbI 3¢ deKT oCTUraeTcsA NpUOIM3UTENbHO Yepe3 90 MUHYT IOC/Ie 3aBepIleHNA MHPY3UIL

« Yacroe noBTopHOe npuMeHeHne DDAVP MoxeT depe3 1-2 qHS NpuBecTy K CHIDKeHMIO a¢ddekra
(Taxudumakcum), IOITOMY MOTYT IOTPeOOBAThCs KOHLIEHTPAThI (pakTopa B C/IyYasx, Korjga OyayT
HY>KHBI 607Iee BBICOKIE YPOBHU (DaKTOpa B TeYeHMe AIUTeTbHOTO BPEMEHIL.

U )10 Ha4vajia TEPANEBTUIECKOI'O MICIIO/Ib30BaHYA JKE/IATE/IbHO IIPOBEPUTD pPEAKIINIO ITAMEHTA, IIOCKOJ/IbKY
peakKuumn OTOEIbHbBIX H}OJIeIZ MOTYT CMJIPHO OT/IMNYATbCA.

o Ilpenapar HeaekTUBeH MIA MANVIEHTOB C THKENON Ppopmoit reMoprnm A.

o JlecmonpeccuH He BiusieT Ha ypoBHU FIX u He npepcraBiseT co60il IeHHOCTY /Is1 JIeYeHUs
remoumuu B.

o Pemenne o mpumenenn DDAVP nomkHO 6bITh OCHOBAHO Kak Ha ucxofqHoit Koumentpanyu FVIII, Tak
U Ha XapakTepe npouenypsl. Harpumep, Bpsj 1 BOSMOXKHO IIPOBOAUTD FACTPOIKTOMUIO Y MALIMEHTA C
6a3oBbiM ypoBHeM FVIII 10% nnmu meree. OxxmpaeMblil OCTUHQY3UOHHBIT YpoBeHb 30-40% Oynet
HEJIOCTATOYHBIM /I 0OecIiedeH st FeMOCTasa, a peaklus Ha IOC/IeAyolye Jo3bl OyaeT ewmé H6oree
crmaboit. C [pyroit CTOPOHBI, TOMY K€ CAMOMY HALMEHTY NOC/Ie NHQY3UM MOXKHO yHANATD 3Y0.

o JlecMorpeccyH 0COOEHHO II0JIe3€H TIPY PeryInpoBaHIy KPOBOTEIEHMII Y KEHIIVH-HOCUTE/Iell TreHa
reMoGUININL.

o OueBupHslie npenmyiiectsa DDAVP nepen npenapaTamim 13 I1a3Mbl 3aK/II0YaI0TCS B €70 HAMHOTO
60see HM3KOI CTOMMOCTM M OTCYTCTBUY KaKOTo ObI TO HU OBUIO PUCKA ITepeHOCa BUPYCHBIX
MHQEKINIL.

e MHorue LOEHTPDI NENa0T HpO6HbI€ I/IH(bY?;I/H/I AeCMOIIpeCcCrHa COOTBETCTBYIOIVM ITallVI€HTaM, 9TOOBI
OLI€HUTD €T0 IMOTEHIMA/IbHYIO HEHHOCTD /11 BO3MOXXHOTO MICIIO/Ib30BaHNIA B 6YI[Y]J.I6M.

IIpumenenne:

o DDAVP 06bI4HO pacTBOPSIOT He MeHee, YeM B 50-100 M1 pu3Monornieckoro pacTBopa u BBOAAT
MeJI/IeHHOJI BHYTpUBEeHHOII nHQYy3ueit B TedeHne 20-30 MUHYT.

o DboicTpas nHy3ua MoXeT IPUBECTY K TaXUKAPAUY, TUIIEPEMU, TPEMOPY U AUCKOMPOPTY B
JKeTyLOYHO-KUIIeYHOM TPaKTe. .
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] B)Iaroynepmaﬂme Y TUTIOHaTpUEMM A 0OBIYHO He IIpeACTaB/IAIOT HpO6HeMbI Y B3pOC/IbIX ITIAJVIEHTOB,
XOTA COIIYTCTBYIOLIEE JICIIO/Ib3OBAHE ,I[]/IypeTI/I‘-IeCKOﬁ Tepannym MOXET YCUINTD TaKom PUCK. O}IHaKO
A€TN B BO3pacTe JO ABYX JIET M JKEHIIVHBI Cpa3y I10C/I€ pOJOB MOT'YT IIOABEPTaTbCA 0COOEHHO
BbPICOKOMY PUCKY I'MIIOHAaTpUEMIN, KOTOPas MOJKET BbI3BaTb IIapOKCU3M.

« Cymectsyet o61jee MHeHMe, 4To DDAVP Henb3s gaBaTh feTsAM B BO3pacTe [0 [IBYX JIeT.

« IIpousBopureny He peKOMEHAYIOT UCIIONb30BaTh DDAVP mpu 6epeMeHHOCTH, XOTA B HacTOsAIIee
BpeMsI HaKallIMBaeTCs IPAKTUYECKIUIL, XOTsI U HEeOIyO/IMKOBaHHBIIA, OIBIT, CBUAETETbCTBYIOINIL O
0e30I1aCHOCTM €ro NPYMeHeHN Ipyu 6epeMeHHOCTH.

» Hexoropble ncropun 60/1e3HU CBUETENBCTBYIOT O CIy4asx TpoM6o3a (BKmMo4yas MHPApPKT MUOKapAa)
nocnie nHysun DDAVP. [TosTomy ero ciefyeT NpUMeHATb OCTOPOXKHO B OTHOLIEHUY ITOXKVIIBIX
MAlMEHTOB U IPYTYX JINL], UMEIOLIVX CMIITOMBI apTepMaIbHbIX 3a00/IeBaHMIL.

o DDAVP MoxeT Tak>xe ObITb IIOJIE3HBIM IIPY JIeYeHNN KPOBOTEYEHMII M COKPAIeHUN
IPOJO/DKATENBHOCTI KPOBOTEUEHMIA, CBA3AHHBIX C IPMOOPETEHHBIMI HAPYIIEHNAMY [eMOCTas3a,
BK/TI0Yasi XPOHMYECKYIO IIOYEYHYI0 HeTOCTaTOYHOCTD 11 6O/Ie3HN MedYeHM, a TAK)Ke HeKOTOpbIe
HapYyIIeHNs, CBA3aHHbIE C TPOMOOIVITAMIL.

» HenaBHO MOABWICA KOHIEHTPYPOBAHHBIN Ha3a/IbHBI a3p0307b, Y KOTOPOTO BIPBICK 03bI 300
MMKPOTPaMM B3pOC/IOMY IALIEHTY S9KBMBAJIEHTEH BBENEHNIO CTAHNAPTHOM BHYTpUBEHHOM 035! 0,3
MUKPOTpaMM/KI. PekoMeHyeTCA IpUMeHATDh 103y 300 MUKpOrpaMM [/l MALME€HTOB C BECOM Tefa
cpime 50 xr 1 150 MUKpoOrpaMM — [/l HallMeHTOB ¢ BecoM [0 50 KI. [JaHHBI penapar He CIefyeT
IyTaTbh ¢ 60JIee SXMAKNM IIpernapaToM AeCMOIIPECCHHA, KOTOPBIN ToXe MOfIaéTCs yepe3 Ha3a/IbHbII
asp0307Ib, HO UCIIONb3YeTCs I/IA IeYeHNA HecaxapHoro fuabera u 6ecrones3eH A peryInpoBaHusa
reMOCTaTUYECKMX HAPYyIIEHMUIA.

. BepOHTHO, Ha3a/bHbBIN A9P030/Ib NOKAXKET CBOIO OC06YIO IIPpUTOAHOCTD IIPpU JOMAIlITHEM JIEYEHUN
OTHOCUTENTbHO JTETKNUX HpO6}I€M, CBA3aHHDBIX C KPOBOTE€YEHUAMIU.

TpaHekcamosasa Kucaoma

TpaHekcaMOBasi KMCIOTa IPEACTAB/sIET COO0I aHTUHUOPUHOMUTIIECKOE CPEICTBO, KOTOpoe 3ddHeKTUBHO
MOJaBIIsIeT aKTUBALMIO /Ta3MIHOTeHa U ero ImpeBpaleHne B wiasMuH. OHa obecreunBaeT CTabMIBHOCTD
CIyCTKOB ¥ 3¢ (peKTUBHA IIpY IPOBeAEeHNN HOIIOTHUTEIbHBIX JIe4eOHbIX MepONIPUATIIL IIpU reMopuInm 1
HEKOTOPBIX IPYTYX HapyLIeHNAX CBEPThIBaeMOCTH KpoBu. KpoMe Toro, TpaHekcaMoBasi KUCIOTa 3P PeKTIBHA
upu neduiinte FXI, Korma eé ucnonb3oBaHme mis 3alUTHI IIPU CTOMATOTIOTMIECKUX, TMHEKOTOTMYECKUX MTII
YPOJIOTMYeCKMX Ollepaliysax Ha maiyeHTax ¢ gedunyurom FXI MoXXeT ycTpaHUTb HeOOXOAMMOCTD B 3aMellja-
oLl Tepalyy C IIOMOILbI0O KOHLIEHTPATOB MJIA I1/Ia3MBbl.

IIpoBenéHHble HECKOIBKO JeCATU/IETUII Ha3al MCIIBITAHNA [I0Ka3a/Il, YTO peryiapHoOe IIpuMe-
HEeHle OJHOJ TOIbKO TPaHEeKCaMOBOJI KMC/IOThI HeaP(PeKTUBHO IS IpefOTBpallleHs TeMapTpo3a
npu remodunn. OfHaKO OHa OIpefe/IEHHO MOJIe3Ha JI/Is JIEYeHN A KPOBOTEYEHNIT 13 IIOBEPXHOCTHU
CIM3UCTON 060/1049KY (HaIpuMep, KPOBOTEUEHMI N30 PTa, HOCA WIN IIPY MEHOpparum) npu
reMoGUINN U IMeeT OCOOEHHYIO LIEHHOCTD Ji/Isi CTOMAaTO/IOTMYeCKOV XUPYPTUN.

IIpumeHeHnne:

» TpaHekcaMOBYIO KMCTIOTY OOBIYHO AIOT B3POC/IBIM Ial[ieHTaM B (popMe TabIeTOK TUIIMYHBIMU
mo3amu 1o 3 unu 4 rpamMMa (pasmenéHHBIMU TO3aMU) eKeTHEBHO. B 11eToM OHa TIEPEHOCUTCS OYeHb
XOpOIILO.

o B xauecTBe m060YHOrO 3(1)(1)eKTa MHOTAAa MOXET IMETb MECTO JKETyJOIHO-KUIIEIHOE paCCTpOﬁCTBO
(TOIHHOTa, pBOoTa " umapeﬂ), OJHAKO TaKNE€ CMMIITOMBbI OOBIYHO MCYE3AI0T IIpM YMEHbIIEHNN
O3V POBKIL. CPCHCTBO MOJXHO TaK>X€ BBOOAUTD ITOCPENCTBOM BHYTPI/IMbIH.Ie‘IHO]?I MHBEKINU, HO
I/IHCI)YSI/IH AO/DKHA IPOU3BOAUTDBCA MEJJIEHHO, ITIOCKOIBKY 6bICTpaJI I/IH(i)YSI/IH MOJKET IIpUBECTU K
TO/IOBOKPY>KE€HMIO M TUTIOTEH3NL.

34 PyKOBOACTBO MO JIEYEHMIO TEMODUANN



o s neaMaTpuuecKOro MCIO/NIb30BAHMS TAKOKe IMEETCsl CMeCh B BUJIe CHpOIIa: CHPOI comep>xut 500 mr
TPaHEeKCaMOBOJI KUCTIOTBI Ha KaKAble 5 MJI, I[PV 9TOM OObIYHAs 032 IS JieTell COCTaBIAeT 25 MI/KT
1o TpEX pas B JieHb. IIpy OTCyTCTBUM CHPOIIa MOXHO pacTonodb 500 Mr Tab/eTKy ¥ pacTBOPUTD €€ B
YJCTOJ BOZIE [/ISI MECTHOTO PETy/INPOBAHNUA KPOBOTEUEHMI 113 MOBPEXAEHHOI CIM3MUCTOI 0O0IOUKIL.

+ JlaHHOe CpencTBO MOXeT OBITb 0COOEHHO 3P GEeKTUBHBIM IIPU PETyINPOBAHNY KPOBOTEYEHNII 113
POTOBOII ITOTIOCTH, CBSI3aHHBIX C IIPOpe3bIBaHMeM 3y0OB.

o IIpu no4eyHoi HEFOCTATOUHOCTY IIOYKM OTBEPTralOT JAHHOE CPENICTBO, U IO3UPOBKY CIeNYeT
YMEHBIINTD BO M30eXaH/e HAaKOIUIeH) I TOKCUYHBIX BellleCTB.

o licnonpsoBaHMe TPaHEKCAMOBOJ KMCIOTHI IPOTMBOIIOKA3aHO [/ JIEYEHNA TeMaTyPUM IIPU TsHKENON
¢dbopme reModuINY, TTOCKONIBKY OHA MOYKET BBI3BATh 3aIIOP TOJICTON KMIIKY U JjaKe
BOCIIPENATCTBOBATD OTTOKY U3 II0YEYHOM JIOXaHKM.

o Ilogo6HBIM 06pa3oM, JaHHOE CPEICTBO IIPOTUBOIIOKA3aHO IIPY MOATOTOBKE K TOPAKa/TbHOI
XMPYPTUYECKOIl OIlepaLni, TOCKOIbKY OHO MOXKeT IIPMBECTU K PasBUTHUIO IOCTOSIHHBIX FeMaTOM.

o TpaHexkcaMoBas KICTIOTa MOXKET JaBaTbCs MallYieHTaM OT/€/IbHO MJIM BMeCTe CO CTaH/apTHBIMMU
I03aMU KOHIIEHTPATOB (haKTOpa cBEPThIBaeMOCTY KpoBu. Heo6XoauMo nMeTh B BUAY CIefyloliee:

- Eé He cnemyer faBath manmeHTaM ¢ MHTMOMPYOMIMMY aHTUTETAMH, KOTOPbIE IPOXO/AT TEPANIO
aKTUBMPOBAHHBIMU KOHI[eHTpaTamu (akTopa mporpombuHoBoro komitekca (aKIIK) (nampumep,
FEIBA wau Autoplex’), TOCKO/IBbKY 9TO MOXKET YBEJIMYNUTD PUCK BO3SHUKHOBEHMSI TPOMO03IMOOINL.

- Ecmm nprmMeHeHMe 060MX CPeCTB CUNTAETCS HEOOXOAVIMBIM, TO PEKOMEH/IyeTCsl BhIIEpXKaTh, 10
MeHbllIell Mepe, 4-6-4acoByio nay3y Mexay nocnenuum npuémom aKIIK u npuMeHnennem
TPaHEKCaMOBOI KIC/IOTHI.

- Hanporus, TpaHekcaMoBas KMCTIOTa MOXXET XOPOIIO COYETAaThCsI C PeKOMOVMHAHTHBIM (aKTOpOM
VIIa g ycuneHus reMocrasa.

AMUHOKanpoHoeasa Kucaoma

SucunoH-aMuHOKanpoHosas kucnora (JAK) npencrasiser co6oit 1eKapcTBEHHOE CPENCTBO, CXOTHOE C
TpaHeKCaMOBOJI KMCIOTOJ, OffHAKO B HACTOsIIjee BpeMs OHa MEHbIIIe UCIIOIb3yeTCs 110 puyunHe Oojee
KOPOTKOTO IIep1ofia ONTyBbIBeieHN s U3 IJIa3Mbl, MeHbIlleil 3P GeKTUBHOCTU U 60/Iee BBICOKOI TOKCUYHOCTH.

IIpumenenmue:

o JAK 06bI4HO IpefHasHAYAETCS [IsI B3POC/IbIX MAIVIEHTOB B C/IEAYIOIIel TO3MPOBKe: 5 T, TI0CTIe
KOTOPBIX He3aMefI/TUTe/IbHO JAI0T 1 I KaXKzble 8 4acoB MM O OCTAaHOBKM KpoBoTedeHusA. OHa
IPOM3BOAUTCA B Bujie TabNMeTOK nim nHbekumit. CylecTByeT TakKe ¢popma cuporma 250 Mr/mit,
HefaTpudeckas fo3a KOToporo o6pr4Ho cocrasseT 50-100 mr/kr (Makcumym 5 1) PO nmm VI
KaXjible 6-8 4acoB.

o B cBA3u c Tepamnueit, NCIIONMb3YIONIEll aMIHOKAIIPOHOBYIO KUCTIOTY (HO He TPaHEKCaMOBYIO KICIIOTY),
U3pefKa YIOMIHAIT TaKyIo IOOOYHYI0 peaKLo, KaK MMOIATHA, KOTOpas 0OBIYHO HACTYIAeT MOC/Ie
IpUMeHeHNs 60/bIINX /103 B TeYeHNe HECKOIbKIX Heflelb.

 3avacTyro MuonaTus 60/e3HeHHa 1 CBsI3aHa C TOBBIIIEHHBIMY YPOBHAMM KPEATHHKIHASBI I JaXKe
MUOIIOOMHY PUN.

o IlonHOro pe3ynpraTa MOXKHO OXKMJATh IIOC/IE IPEKpallieHs VICIIOIb30BaHN JAHHOTO JIEKAPCTBEHHOTO
CpefcTBa .
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PA3AEN 5

NEYEHWUE KPOBOTEYEHUM NPU TEMO®UNNN

OCHOBHble NpUHUKNbI JleueHun

J HpI/I KpOBOM3/INAHUAX HeO6XO)Z[I/IMO KaK MO>XHO 6I)ICTP€€ l'IpI/[6eI‘aTI) K 3aMeCTUTEeIbHON Tepannu,
IIPpEAIIOYTUTENDPHO B TEICHME IBYX YaCOB IIOCJIE IIOABIEHNA CUMIITOMOB. He KIOUTE CI)I/ISI/I‘{GCKI/IX
CUMIITOMOB.

- TIlaumeHTsl, fa>Ke eC/IU 9TO MaJIeHbKUE JIeTH, OOBIYHO MOTYT CKa3aTb, KOIIa HAYMHAETCS
KPOBOU3/IUsHNE B CycTaB. /ledeHne Ha 9TON paHHell CTafuM 9acTo OyJeT OCTaHaBIMBaTD
KpPOBOTeUeHIe TIPeXie, YeM HaCTYIUT NMOBpeXXaeHne TKaun. Kpome Toro, morpebyeTcs MeHblee
KOIMYECTBO KOHI[eHTpaTa GaKTopa, U MAlLMeHT BBI3IOPOBeeT ObICTpee.

- “Ecnu comnesaemecw, nepenusatimecy.” Ecm denosek ¢ reModymeit MOMTy4uI TpaBMy WK
TI07I03peBaeT y cebs Hamuuye KpOBOUSMMAHNA, HeOOXOAMMO ICIIONb30BaTh 3aMECTUTENbHYIO
bakTOpHYIO0 Tepamnmio, Kak MOXKHO CKOpee.

o Benbl Haio 6epeus. [l denoBeka ¢ reMouNelt OHY — TMHUM XXNU3HN!
- peKOMeHJYIOTCS UITIBI 6ab04Ky 23-r0 Wan 25-To pasmepa.
- Huxkoz0a He fienaiiTe YKOTIOB B BeHY, KpOMe HEOOXO[VIMBIX C/Ty4aeB, IOCKOJIbKY 9TO paspylIaeT ee.
- TIlocrne ykonma B BeHy, IPVMIKMUTE MECTO YKOJIA OHUM VIV ABYMs Ma/lbliaMU B Te4eHMe 3—5 MUHYT.

o l36eraiiTe BCcex MPOAYKTOB, BBI3BIBAIOLINX JUCHYHKIINIO TPOMOOLMTOB, OCOOEHHO TeX, KOTOpbIe
cofiep>KaT acnupyH. VIcronb3yiiTe HeCcTepouHble IPOTUBOBOCIaMNTeNbHbIe penapaTsl (HIIBIT) ¢
0CTOpOXKHOCTBI0. [Tapaneramorn/aneraMuHodeH, ¢ HAPKOTUUECKUMM aHAIOTaMM WK 6e3, 0OBIYHO
a¢dexTuBHBI A1 60NIEyTONEHNA.

o l36eraiiTe BHYTPUMBILIEYHBIX HDBEKIINIL.

 Vcnonp3yiiTe JOMAIIHIOK TePaIMNIo C KOHIeHTpaTaMy (paKTopa cBepThIBaHUA KpoBu. OOBIYHO
JIOMAIITHIOI0 Tepaluio HaYMHAIOT, KOIjja pe6eHKy - /iBa - TpM Tofia.

o Cga3sp MEXAYy NallM€HTOM, €ro BpadoM, EHTPOM JI€9ECHIA I‘eMO(I)I/UII/II/I, " OIpyrmmmn 60/bHBIMI OYEHD
Ba’XHa /11 OIITMMAJIbHOI'O JICYCHNA.

Neuenune fremodunum A (deduuut Bocbmoro ¢paktopa)

KonyeHmpamei socomozo ¢pakmopa (FVIII)

[TocTynanoumit Ha peIHOK, MMounusnpoBaHHbl FVIII focTyneH mox MHOXXeCTBOM 3aperucTpUPOBaHHBIX
TOPrOBBIX MapOK. Bce MpOAyKThI, IO/Ty4eHHbIEe U3 I1a3Mbl KPOBY, IIPOLIN BUPYCHYIO MHAKTUBALIMIO.
CMoTpuTe MHCTPYKIMIO II0 IPYMEHEHUIO TIpernapaTa.

Ho3upoBka

o Ily3bIpbKy C KOHIJEHTPAaTOM (paKTOpa HOCTYIIHBI B JO3MPOBKAX MpuOMM3nuTenpHo ot 250 go 2000
€IVIHNLL B KaXK/IOM.
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o Kaxpas eguunna FVIII Ha kumorpaMm Macchl Tefna, BBe[leHHas BHYTPUBEHHO, IOIHMMAET YPOBEHb
BOCBMOT'O paKTOpa B KpOBY NpUOMM3UTENbHO Ha 2 %. [lepuon meiicTBuUA Ipemapara cOCTaBIseT
npu6bmm3uTenbHo 8-12 yacos. [IpoBepbTe pacyeTHYIO 103y, U3Mepsis YPOBEHb GaKkToOpa y MalyeHTa.

o Brrumcnmnre [03MPOBKY, yMHOXKas BeC MallieHTa B KM/IOTPaMMax Ha XKe/laeMblii ypoBeHb (akTopa,
IIOMHOXeHHBIIT Ha 0.5. DTO yKa)keT KOMM4ecTBO TpeOyeMbIxX equHuMI pakropa.
ITpumep: (50 kxr x 40 (xenarenpHbI ypoBeHb %) X 0.5 = 1 000 egyany FVIII). O6paturech k Tabnuie
1 Ha cTpanute 45 AJs oIpefeieHNs YPOBH: (GaKTopa U MPORO/DKUTETLHOCTH 3aMeCTUTENbHOM
Tepanuy B 3aBMCYMOCTH OT THIIA KDOBOTEUEHI.

» Beooume FVIII 6 6eHy medneHHo, max 4mobvl He npesviuiamo 3 M 6 MuHymy 0ns é3pocnvix u 100
eOUHUY, 8 MUHYMY 071 Oemeli.

o Jlydiie Bcero ucCnonb3oBaTh Bechb My3bIpek ¢ pacTBopeHHbIM FVIII, X0T4, Kak JoKa3aHO, MHOTME
JIeKapCTBa JO/IT0e BPeMs COXPAHAIOT CTaOMIbHOCTD MOC/IE PACTBOPEHNA.

o IlpomomKuTtenbHOE BAMBaHNE IIOMOXeET 130€XXaTh IIMKOB 1 MaJeHNil 11, KaK I0/IaraloT MHOTMe, 6oriee
6esomacHo 1 peHTabembHO. OHO 3HAYMTEIBHO YMEHbBIIIAaeT 00T 06beM KOHI[eHTpaTa BpaKTopa,
UCIIONIb3YEMOTO /Il OCTAHOBKY KPOBOTEUEHNeE VTN BO BpeMs MPO(VIAKTUKY ITOCTIe XUPYPIIUIeCKOro
BMelIaTe/NbCTBa. JJ03MpOBKa yCTAaHOB/IEHA HA OCHOBE YacThIX aHA/IN30B (PAaKTOpa U BBIYMC/ICHNN
YPOBHS OUMCTKM. TaK KaK KOHIIEHTPAThl BOCBMOTO (haKTOpa BBICOKOJ CTEIIEHY OYMCTKY BO
BHYTPMBEHHBIX paCTBOPAaxX yCTOMYMBLI K paclapy, 110 KpailHeil Mepe, B TedeHne 24-48 4acoB npu
KOMHATHOII TeMIleparype, ¢ morepeii MeHee 4yeM 10% 3 PpeKTMBHOCTH, BO3MOXXHO HEIIPEPhIBHOE
B/IMBaHMeE Ha IPOTSHKEHUM TaKOTo Nepyofa BpeMeH). KoHIeHTpaThl MOTYT OBITh IOATOTOB/ICHBI
¢dapmareBTOM Wiy 6aHKOM KPOBM U IPUMEHSATHCS B CTEPU/IBHBIX YCIOBMSX, 6e3 pucka
IPOTEOINTUYECKOI HAKTUBALIUY, JeTpafialivii, MM 6aKTepUaaIbHOIO 3apaXKeHN.

Kpuonpeyunumam/ceexce3amopoiceHHan naasma

o lcnonbp3yiiTe KPMONPELVIINTAT TONbKO, €C/IM HeOCTYIIHbI KOHIIEHTpaThl akropa. JIyuie Bcero
II0JTy4YaTh KPMONPENVIINTAT OT HEOJHOKPATHO IIPOBEPEHHBIX ¥ BUPYC-OTPULATE/IbHBIX JOHOPOB.

o Copnepxanne FVIII B makeTe kpuonpenunurata - 60-100 equumui (B cpemuem - 80 emmunir) Ha 30-40
MII.

o Taxoke MOXKET MCIIO/Ib30BATHCA CBEXE€3aMOpOXXEHHaA IIa3Ma B ClIy4ae, €C/iit HeJOCTYIIHbI
KOHIEHTPpAaThI Q)aKTopa. PeKOMeH,I[yeTCH, IIOABEPTrHYTb €€ aHTUBMPYCHOMY BOSHCﬁCTBI/IIO.

o OpuH MJI CBeXe3aMOPOXXEHHOI IIa3Mbl COIEPXXUT 1 eAMHNITY aKTUBHOCTY (paKTopa.

HAecmonpeccun (DDAVP)

« DDAVP noneseH jis nedeHns MIOfeil € 1eTKoil GopMoit reMopuiny, Y KOTOPbIX YpOBeHb BOCBMOTO
daxTopa cocTapnAeT 5 % unm 6onee, U TeX, KTO MOKa3al YyBCTBUTENBHOCTD K JAHHOMY CIIOCOOy
JledeHNA IIpY NpeABapUTE/IbHBIX aHA/IN3AX.

Neuyenune femopunum B (Qedpuuunt aesaroro ¢pakropa)

KoHyenmpamei desamozo cpakmopa(FIX)

o IlocTynarnoumit Ha peIHOK, MMo¢uIu3npoBaHHbli FIX mocTyneH nmoj MHOXeCTBOM
3apeTUCTPUPOBAHHBIX TOPIOBBIX MapoK. Bce IpofyKThl, TONMy4eHHbIe 13 II/Ia3Mbl KPOBY, IIPOLIIN
BUpYycHYI0 nHakTuBanuio. Konnenrparsl FIX genarca gsa kmacca:

- Yuctsle npopykThl cBepThiBanuA FIX, n

- Kounentpare! nporpombunosoro kommekca (KITK). CMoTpuTe MHCTPYKUMIO IO IPYMEHEHNUIO
npenapara.
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o Ounmennsniit FIX, B 3HauMTe/IbHOM CTeNIEHN TapaHTHPYeT 3alUTYy OT pasBUTUA Y MMALIMEHTOB
TpoMO03a MM AUCCeMUHNPOBAHHOTO BHYTpHCcOCyAucToro ceeproiBanus (1BC), koropsie MoryT
BbI3bIBaThCA Oonmbiummyu fo3amu KITK mpoMexxyTo4HON YMCTOTHL.

U KOI‘H& TOJ/IbKO BO3MOJKHO, MICIIO/Ib3OBaHVE€ YMCThIX KOHIIEHTPATOB FIX NIpERIIOYTUTENIDHO U TaXKe
0COOEHHO >XemaTeIbHO B CIeyrmmnx cryvdaax:

- Xupyprudeckoe BMeNIaTe/IbCTBO;

- Dbonesup nevenu;

- JInurenbHasA Tepamys B OOBILINX [103aX;

- Ilpeppipymmit TpoM603 WM U3BECTHASA TPOMOMYECKas TeHACHIIVS;
- JuccemmHMpoBaHHOE BHyTpucocygucroe ceepreisanue (IBC);

- ComnyTcTBYyIOlIee UCIONb30BaHNe IIPENapaToB, UMEIINX TPOMO00OPas3yoIVii IOTeHIINATL,
BK/IIOYast aHTUUOPUHOMUTIYECKE CPENCTBA.

Jo3upoBka

o Ilyspippku ¢ koHLeHTpaToM FIX, nocTynHbl B npuMepHbIX fo3ax oT 300 go 1200 eguHNI] B KaXKJOM.

o Kaxpasa equunna FIX Ha kxunorpamMM Macchl Tena, BBe[leHHas BHYTPUBEHHO, IIOJHMMAET YPOBEHD
feBATOro pakTopa B KpoBM npubmM3uTenbHo Ha 1 %. Ilepuop monypacmaja coctaBisaeT
npubnusutenbHo 18-24 yaca. IIpoBepbTe pacueTHbIE JO3bI, U3MeEPsisA YPOBeHb (aKTOpa HalyeHTa.

o PexombunantHbi FIX (rFIX; BeneFIX', Wyeth), umeer 60mee HU3Ky10 BOCCTaHOBUTETbHYIO
CIIOCOOHOCTD, U KaKzas egyuuna FIX Ha KumorpaMM Macchl Tejla, BBeleHHasl BHY TPUBEHHO,
HOZIHMMAET YPOBEHb JIeBATOro ¢pakTopa B KpoBy npubnmsnurenbHo Ha 0,8 % y B3pocbix 1 Ha 0.7 % y
netert mornoxke 15 met. Ilpuunta [yist 6omee HU3KOro BocctanoBennst rFIX He MOHATHA [0 KOHIIA.

o YTOOBI BBIYMCINTH HO3UPOBKY, YMHOXbTe BeC MAllieHTa B KMIOTPaMMax Ha >Ke/laTe/IbHbIl YPOBEHb
¢dakropa. ITO yKaxKeT KONMNIeCTBO HeOOXOAMMBIX efnHuIL (paKkTopa.
ITpumep: 50 kr x 40 (>KenaTenbHbI ypoBeHb %) = 2000 egyuuyy maasmarnyeckoro FIX. [l rFIX
nosupoBKa 6ymet paBHa 2000 + 0.8 (vmm 2000 x 1.25) = 2500 egmuuly Ay B3poCibix, n 2000 + 0.7 (v
2000 x 1.43) = 2860 eguaut mis geteir. O6parurtech K Tabmuie 1 Ha cTpanuiie 45 s OnpeneTeHns
ypoBHs aKkTopa 1 MPOJO/DKUTENBHOCTY 3aMeCTUTENbHOI TePAINY B 3aBUCMMOCTH OT TUIIA KPOBOTe-
YeHUs.

o Bsooume FIX 8 sety medneHHO, max umo0OvL He npesviuiamo 3 M 8 MuHymy 07s 83pocnvix u 100
eounuy, 8 munymy ons oemeil. KIIK u KAIIK OonxcHol 6600umvcsi 8080e medieHHee.

« IIpomomxuTenbHOE BIMBaHUE IIOMOXET 130€KaTh MMKOB ¥ MaJeHNIT ¥, KaK M0/IaraloT MHOIMe, 6onee
6e3omnacHo 1 peHTabebHO. OHO 3HAYMTENTPHO YMeHbIIaeT o061yl 06beM KOHI[eHTpaTa GpaKTopa,
VICIIO/Ib3YEMOTO /I OCTAHOBKM KPOBOTEUEHME VU BO BpeMA IPOPIIAKTUKY IOC/Ie XUPYPrUIecKOro
BMeIIaTeNbCTBa. JJ03MPOBKa YCTAaHOB/IEHA HAa OCHOBE YaCTBIX aHA/IN30B (PaKTOpa U BBHIUMC/ICHUN
YPOBH:A O4MCTKM. Tak KaK KOHLIEHTPATBI AEBATOTO (PaKTOpa BBICOKON CTEIIEHN OYMCTKY BO
BHYTPVBEHHBIX PACTBOPAX YCTOMYMBEI K pacIlafly, 10 KpalHeil Mepe, B TedeHne 24-48 4acoB Npu
KOMHATHOII TeMIIepaType, ¢ moTepeit MeHee 4eM 10% 3¢ eKkTMBHOCTH, BO3MOXKHO HeIlpepbIBHOE
B/IBaHMe Ha IPOTSDKEHNM TaKOTO Iepyoja BpeMeHn. KOHIeHTpaThl MOTYT OBITh O/ TOTOB/ICHBI
¢dapmarneBTOM W 6aHKOM KPOBM U IIPYMEHATBHCA B CTEPUIBHBIX YCIOBUAX, 0€3 prcka
IPOTEOIUTUYIECKON MHAKTUBALVIMN, AeTpajjallii, Wiy OaKTepuarIbHOTO 3apaskeHNs.

CesexcezamopoxceHHasa naa3ma (C3I1)

o Jlna nedeHysA MaLMEeHTOB ¢ reModumels B, [omKHa MCIIOMb30BAThCA TOMBKO CBEKe3aMOPOKEHHA
I/1a3Ma, ec/iu KOHLeHTpaThl FIX HemoCTymHEL

o VYposuu FIX Boime 25 %, TpygHOZOCTIOKMMBL [IpneMiemas HadaabHas fo3a cocTapysieT 15-20 My/KT.
C3II, mpouiepas CONbBEHT-AeTEPTeHTHYI0 00pabOTKY, JOCTYIIHA B HEKOTOPBIX CTPaHaX.
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AHmugubpuHonumuyecKkue cpedcmea

o 1I3-3a NOBBIIEHHOTO PUCKa TPOMO03a, aHTU(UOPUHOMUTINYECKEe CPEACTBA, U KaK epBUYHASA M KaK
Ho6aBOYHAs TepaIyisi, He PEKOMEHYIOTCS [Is JledeHns mauneHToB ¢ gedunurom FIX, yxe
HOTY4MBIINM OOJIBIIINE JO3BI KOHIIEHTPATOB MPOTPOMOMHOBOTrO KoMitekca. (Cm. Beibop npenaparos,
cTpaHnua 45)

NeuyeHune OTaenbHbIX KpoBoTeueHui

Kpoeou3nuaHusa e cycmaes
o JlajiTe manyeHTy HeOOXOAMMYIO 103y KOHIIEHTpaTa (aKkTopa, 3aTeM OCMOTPUTE ero. PeHTreH, Kak
IpaBU/IO, He 00sA3aTeNe .

o IlogHuMmute ypoBeHs pakropa y manmenta (cm. Tabmmuua 1, crpannia 45) mpu mepBBIX CUMIITOMAX WK
NOC/Ie TPAaBMBL

» Ecmm cuMnToMsl cOXpaHAIOTCA, MOXKET TpeOoBaThCs IIOBTOPHOE IepenBanHue. B aToM cydae BBeanTe
Ty >Ke o3y depe3 12 gacos (mpu remodumm A) nan depes 24 gaca (mpu remoummn B).

+ CycraB [JO/DKeH HavyaTh AEICTBOBATh KaK MOXKHO OBICTpee ITOC/Ie TOTo, KaK criazieT 60b.

. HOHOHHI/ITeHbeIe M€EpbI BK/IIOYAKOT B ceOst MeECTHOE IIpUJIO>KEHME /Ib/ia, BpeMeHHbIﬁI OTObIX N
npypgaHye CyCctaBy IIPpUIIOAHATOIO IIOTOKEHMA.

« Heo6xoauMa JONONMHUTENbHAS OLleHKA CUTYALNMM, €C/IM CYMIITOMBI Y IAllMeHTa COXPaHAITC Ooree
Tpex gHeil. [IpyymHaMy MOTYT OBITh: Ha/lM4ye MHIUOUTOPOB, CENITUYECKIIT QPTPUT VIV NIePEeIOM.

. KOHTPOHI/IPYIZTC 6011b AJCKBAaTHbIMI aHA/IbT€TUKAaMMU.

Mblwe4vHble Kpogou3nuaHua

o JlajiTe ManMeHTy HEOOXOAMMYIO O3y KOHILIeHTpaTa (GaKTopa, 3aTeM OCMOTPUTE €ro.

o Iloguumure ypoBeHs dakropa y maumenTta (cm. Tabmuua 1, crpanuia 45) mpy nepBbIX CUMIITOMAX MIN
IIOCTIe TPaBMBI.

+ IloBTOpHBIE epenMBaHMsA 4acTO TpeOyIoTCcA B TedeHne 2-3 gHeil. CrefuTe 3a HEMIPOBACKY/LAPHBIMU
aHOMa/IMAMM y MaLMEeHTa.

KpoeousnuaHusa e no0s30owHyro obaacme

e Y 3TOro THIIa MBIIIEYHOTO KPOBOMU3NMNAHNUSA YHUKAIbHOE IIposiBeHNe. CHUMITOMBI MOTYT BK/IIOYaTh
0071y B HIDKHE 9acTy OPIOIIHOI IIO/IOCTY, B 11Xy, VI/V/IN B HVUYKHEN YacTy CIVHBI, 00/Ib BHI3BIBAET
pacipsiMieHe, HO He BpalleH1e Ta300eIpeHHOro cycTaBa. Mo>KeT BOSHUKHYTD IIapecTe3us B CpefHeil
qacTy Oefjpa W Apyrye MpUsHaKky OKaTust 6egpeHHOro Hepa. CUMIITOMBI MOTYT OBITh TIOXOXXMMM Ha
OCTPBIN allIEHAVILINT.

« Hewmennenno noguummte ypoBeHs daxropa y manuenta (cm. Tabnnua 1, crpannia 45).
[Toppep>xnBaiite ypoBeHsb (cM. Tabnuia 1) B TedeHne 48-96 4acoB IO COCTOSIHMIO OOTBHOTO.

o« TocnuranusupyiitTe nauyeHTa i HaOMIONEHNS ¥ KOHTPO/IS 60/IEeBBIX OLYIIEeHNIL.

o B cimyyae kakux-1mm60 COMHEHUI TOATBEPANTE AMAarHO3 HATIASHBIM UCC/IeOBAaHIeM
(ynbrpasxorpadus, komnbiorepHas tomorpadus (KT)).

« Iuppoxopruson (100 Mr BHyTPUBEHHO) MOXKET YMEHBIINTD OTEK MBIIIIIBI U JJaBJIeHNe Ha Oef[peHHbII
HEPB.

. OrpaHI/[que AKTMBHOCTD IMAIIMEHTA 4O MMICYE3HOBCHUA 6omu. CDI/ISI/IOTCPaHI/IH - KIII049 K
BOCCTAaHOBJIEHUIO IIOTHOM aKTUBHOCTM.
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KpoeousnusaHua e yeHmpanbHyo HepeHyIo cucmemy/mpasma 20s1086bl

o Omo - manenoe meduyurckoe cocmosHue. Hauunatime neuenue 6onvHozo 0o ocmompa. Bee
HOCTTPaBMaTHYeCKIe YepeITHO-MO3TOBbIe TPaBMbl, IO/ TBEP>KeHHbIE U/ IOfI03PeBaeMble, KaK I
cepbesHble TOJIOBHBbIE OO/ JOMKHBI PACCMATPUBAThCs KaK BHYTpUUepeIHble KpoBousnusaHus. He
XKIUTE MOCTIERYIONINX CUMIITOMOB, TA00PAaTOPHON MM PeHTIeHOTIOTMYeCcKoit oljeHKu. HemedneHHo
HOIHUMMITE YPOBeHb (akTopa y manyeHTa (cm. Tabmmua 1, crpannia 45), Korjga IpONCXOaUT
3HAYNTe/IbHAsA TPaBMa VIV BCTPEYAIOTCA MOKOOHBIE CUMIITOMBI. [labHeilie Ko3bl OyAyT 3aBUCETb OT
pesynbraToB ocMoTpa. Ilopep>xnBaiite ypoBenb pakropa (cM. Tabmuia 1), moka aTronorns He
omnpepeneHa. Eciu kpoBoTedeHre MOATBEPK/ICHO, IOANEPKMBAlITe afleKBaTHBIN YPOBeHb aKTopa B
TeyeHue 2-3 Heenb.

o TpebyroTcsa HemocpeAcTBeHHAsA MEUIIVHCKAs OLleHKa ¥ TOCIMTanu3alys. [JO/KHBL ObITh BBIIIO/THEHBI
uccnenoBanms ¢ momoinbo KT nmm IMP.

o TsKemas rosoBHas 60Ib MOXKET ObITh IIpU3HAKOM MEHMHINTA MAalIMEHTOB C ocmabIeHHbIM
VMMYHUTETOM.

lfopno u KposousnuAaHUA 8 wWero

o Imo - msnenoe meduyuHckoe cocmosinue. Jleuume cnauana neped ouenkoti. Hemeonenno nogHummure
ypoBeHb dakTopa y manmenTa (cm. Tabmmna 1, crpanuia 45), B crydae 3HAYMTe/IbHON TPaBMBbI VN
HOABJIAIOTCS NMof06HbIe cuMnToMbl. [logaepsxuBaiite yposHu dakropa (cM. Tabmuma 1) no
JICYEe3HOBEHMA CUMIITOMOB.

« Heo6xoayMbl rocnimranusanysa 1 OCMOTP y CIIeIMA/INCTA.

o YroOBI OCTAHOBUTH KPOBOTEUEHME Y OOBHBIX C TSKEIBIM TOH3M/IUTOM, MOXKET IIOHa 00U ThCS
nedeHre GakTOpPOM, B JOIOMHEHNE K IEI€HNIO C aHTUOMOTUKAMIA.

Ocmpeolie 3cenyo0o4Ho-KuweYyHble (2acmpouHmecmuHasnbHbie) KposomeyeHus

o [laiiTe manMeHTy afjleKBaTHYIO 103y KOHIJeHTpaTa GaKTopa, 3aTeM OLieHuTe cutyanuo. HemednenHo
HOJHMMIUTE ypOBeHb pakTopa mauyenta (cm. Tabmyua 1, crpanuna 45). IlogaepxuBaiite ypoBeHb
¢dakropa (cm. Tabmuua 1), moka 3THOIOTUS He OmpefeeHa.

o IIpy cuMOTOMax raCTpOMHTECTMHATBHOTO KPOBOTEUEHNsI M/ W/IM OCTPOTO KUBOTA TPEOYIOTCS
MEIVILVHCKNI OCMOTP ¥ BO3MOXKHO IOCIIMTaNN3aL M.

o IIpy HEOOXOAMMOCTY T€YNTEe AHEMUIO VIV LIOK.
o IIpy HEoOXOAMMOCTY T€YNTE IPUINHY KPOBOTEUEHIA.

o EACA unm tranexamic KucmoTa MOTyT UCIIONIb30BaTbCS KaK BCIIOMOTaTe/IbHasA Tepanus A/ NaleHTOB
¢ nedpuunrom FVIII u Tex ¢ gedpuumrom FIX, KTO He meUnTCs ¢ KOHIIEHTpAaTaMM KOMITZIEKCa
IpOTPOMONHA.

Ocmpoblie KposomeyeHua 8 bprowHoli nonocmu

o OcTpoe OproLIHOE KPOBOTEUEHME MOXKET OBITh IIPUHATO 32 MHOTHE NHGEKI[MOHHbIE 3a00/1eBaHMs, U
IO3TOMY MOTYT IIOHAa/JOOUTBCS COOTBETCTBYIONINE PEHTI€HOIOIMYecKue uccnegoBanms. Vckmounre
BO3MO>XHOCTb KPOBOM3/IVSAHNA B ITOJB3OLIHYIO 00/1aCTh.

o Hemednenno nogHNMuTe ypoBeHb pakTopa y manyenTta (cM. Tabmuna 1, crpanuiia 45).
[Toppmep>xuBaiite ypoBeHb pakropa (cM. Tabmuia 1), IOKa STHOMOIMA He ONpefie/ieHa, 3aTeM JIeYNTe
COOTBETCTBEHHO, COBETYSACH CO CIELMATNCTOM.
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na3sHble mpaemsl Unu KpoeoU3NUAHUA

o JlaiiTe manyeHTy HeoOXOAMMYIO 103y KOHIIEHTpaTa (akTopa, 3aTeM ocMOTpuTe ero. HemedneHHo
HOfHMMUTE ypOBeHb paKkTopa y manyeHTa (cM. Tabmuna 1, crpanuna 45). [Tognep>xuBaiite ypoBeHb
¢dakTopa, KaK yKasaHo.

» Kak MOXXHO ckopee nanyeHTa JO/DKeH 0CMOTPeTh 0P TaTbMOJIOL.

lNloyeyHoe KpoeomeyeHusA

» He ucnonb3yiite aHTUPUOPUHONUTIYECKIIE CPELCTBA.

o Jleunre 6€300/1€3HEHHYIO TeMaTYPUIO C TIOJIHBIM ITOCTENbHBIM PEXVMOM ¥ SHEPTMYHO IMpaTalLue
(3 muTpa/M2, oAb MOBEPXHOCTH TeNla) B TeYeHMe 48 JacoB.

o+ IlogHuMmure ypoBeHb pakropa y maumenta (cm. Tabnuna 1, crpanuna 45), ecnmu ectb 60/1b MIn
IIOCTOSIHHAsI MAKPOTeMaTypusl.

« Heo6xoa1M 0CMOTp Y ypoJIora, eciiu eCTb reMatypus (MaKpo Wy MUKPO) /M TIOBTOPHbIE
KpOBOTEUYEHNA.

KpoeomeyeHusa e pomoeoii nonocmu

o l3beraiiTe CCTEMATUYECKOTO MCIIOTb30BAHMS aHTI/ICbI/I6pI/IHO}II/ITI/I‘{€CKI/IX CpE€OCTB 1 IEYECHNA
ITIAIIMEHTOB C He(l)MuI/ITOM FIX, T€X, KTO YHOTp€6}IH€T (§1eY83110/( [03bI KOHIIEHTPATOB HpOTpOMéMHOBOI‘O
KOMIIJIEKCaA.

» KpoBoteuenne y 60mpubix ¢ feduiurom FVIII MoxxHO ocTaHOBUTD, Mcnonb3yst EACA win opxy
TO/IBKO tranexamic KucnoTy, wim npu nomouu ¢axropa n/mmm EACA wm tranexamic KIC/TOTBI, €C/IN
KpOBOTEeYeHVe HOCUT J/INTEeTIbHBII Cepbe3HBII XapaKTep UM €T0 CI0KHO ocTaHoBUTh. EACA wn
tranexamic KICIOTa MOTYT JICIIONIb30BaTbCAA B BUME XKUKOCTH /IS IIOTOCKAHMA PTa.

o Ckaxure IManyeHTy, 94TO HE CTOUT ITI0OTaTb KPOBb.
. OCMOTPI/ITC IMafenTa 1 jiIeYnTe OT aHEMIMY, KaK YKa3aHO.

o IlpumeHeHue Ha CIM3UCTON TAKMX CPEACTB, KaK TPOMOMH/TepMeTUK PpuOpuHa MOKET JaTbh
H0/OXKUTeNbHBIN 9 PekT. Jlex B popme “PpyKTOBBIX MOPOXKEHBIX (3aMOpOKEeHHasI
apoMaTM3MPOBAaHHAs BOJA) TAKXKe MOXKET OBITh 3¢ (HeKTUBHBIM. PEKOMEHYIOTCSI MATKYE PO YKTHL.

e BosMoxxHO HeO6XOI[I/IMa KOHCY/IbTAMA C ,I[aHTI/ICTOM/OTOIIapI/IHI‘OTIOI‘OM.

Hocoebie kposomeyeHusn

« O6pasoBaHue TpoMba YacTO IPOXOAUT AIEKBATHO, IIO3TOMY HeT HeOOXOAMMOCTH Ipuberarsb K
3aMeCTUTEeNIbHON Tepanuy (akTopa, eciu KpOBOTeUeHe He SBJIACTCS TSDKEIBIM WM PELUAVBHBIM.

« IlomoxmuTe ronoBy manyeHTa BIepe, YTOOBI OH He IVIOTa/l KPOBb, U IIOIIPOCUTE €T0 MATKO BBIABIXATh
MeriK1e crycTku. CriefyeT NpMIOKUTb K HO3APAM Mapiio, IPONUTaHHYIO BOLIOI CO /IbAOM, 11O KpaliHell
Mepe, Ha 20 MUHYT.

e AHTUTUCTaMUHBI U IIpernaparhl HpOTI/IBO3aCTOI7[HOI‘O Heﬁ[CTBMH IIOJIE3HBI /11 OCTAHOBKIM
KpOBOTe‘{eHI/Iﬁ, CBA3aHHBIX C a/UIEPIUAMU, I/IH(l)eKIU/[HMI/I BEPXHUX [AbIXAaTE/IbHbIX HYTeI?[ nmm
C€30HHbIMI U3MCHCHUAMMN.

e Ecmm KpOBOTE€YE€EHME HOCUT ,E[HI/ITG)'II)H]’:)HZ WM 4aCThIN XapaKTep, CJIEAUTE 3a ITIOABJIEHNEM aHEMUN U
JI€EYNTE €€ COOTBETCTBEHHO.

o IIpOKOHCYIBTUPYITECH C OTOIAPMHIOTIOTOM, €C/IM KPOBOTEUEHNE ABJIAETCA MOCTOSIHHBIM MU
peLnaAnBHBIM. [I/Is1 OCTaHOBKM KPOBOTEUEHVSI MOXKET OHAJOOUTHCS 3afHUI WM [IepeSHMIT TAMIIOH.

o ITonesupt EACA mnu tranexamic Kuciora.
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HocoBrie KpOBOTE€YEHNA YaCTO MOT'YT IIpE€JOTBpAaIllaTbCA 3a CYET IIOBBIIIEHMS BIAJKHOCTU CpEbl, C
IIOMOIIbBIO I'€IA (HaanMep, BaseJIMHA U/ KaIle/lb/TelsA CONIEBOTO paCTBopa), HAaHOCMMOTI'O Ha
C/IN3NCTYIO HOCA, 4TOOBI COXpaHUTDb B/Ia>)KHOCTbD. Pacnibiienne coneBoro PpacTBOpa B HOC TaKXXE MOXKET
MMETDb MECTO.

Kpoeous3nuaHua e Mma2Kue mKaHu

HHH OONMBIIMHCTBA IIOBEPXHOCTHDBIX KpOBOI/I?’}II/IHHI/Iﬂ B MATKNME TKaHM 3aME€CTUTE/IbHAaA Te€pallnd HE
Tpe6yeTCH. MoxkeT OBITh IOTIE3HBIM IIpMMEHEHNE TYI'MX ITIOBA3OK U JIbJA.

OcMoTpuTe HAaLMeHTa /15 OL|eHKNU Cepbe3HOCTI KPOBOTEUYEHVSI U €70 BO3MOXKHOTO MBILIEYHOTO /TN
HeIPOBACKY/IIPHOTO BO3/eiICTBIs. VICKII0UMTE BO3MOYKHYIO TPABMY MECT, IJje PACIIONOXKEHBI
JKVM3HEHHO Ba)KHbIe OPTaHbl, TaKye Kak roloBa miy OprourHas monoctb. OTKpbITask pasfeleHHas
reMaToMa, HallpyuMep, B 3a00PIOIINHHOM OT/elle, MOLIOHKe, ATORMIIAX, W Oefpe, MOXeT IPUBECTH K
001N PHOIT TTOTepe KPoBMU. B OK0OHOI cuTyanuy HeMeJIeHHO IIpuMeHsiiTe GakTop.

PaHbI u ccaduHbl

[l nedeHyst HerTyOOKUX paH, HEOOXOAMMO OYMCTUTD PaHy, TYTO IepeOMHTOBATD M HAJIOXKUTD
CTEPWIbHbII IIACTBIPb.

OuncTka 1 mepeBsA3Ka A CCaIVH.

[l nedenys rmy6OKNX paH Ha/jo MOBBICUTb YPOBeHb (pakTopa B KpoBy nanmenTa (cm. Tabmuna 1,
cTpaHMIa 45), a 3aTeM HaJIOKUTh LIOB. YAajleHNe IBa MHOTAA TpebyeT APyroro mepenmBaHus
dakTopa.

No6ouyHble npobnembl

JleyeHue 3yb606

B npuHIue, 06bIYHbIE OCMOTPBI M YMCTKA 3yOOB MOTYT MPOM3BOANTHCS Oe3 mepenuBanuii dakropa.
[TozaboThTeCh O HaJIEXKHOM IIPUKPBITUH (TO €CTh JOCTYIY K KOHIleHTpataM ¢daxropa, DDAVP, nin
aHTUPMOPMHONMUTIYECKOI TEPATNN) JO ¥ BO3MOXKHO ITOC/Te TeYeH Vs 3YOO0B /s MAl[IeHTOB, KOTOPbIE
HY’)KJAI0TCSI B TIYOOKOI OYMCTKE 3yOOB, MMEIOT TYCTON HAJIET 1/ OT/IOXKEHMsI 3yOHOTO KaMHSI, TaM,
IJje ledeHrie MOXKeT BbI3BATh yCUIMBAIOLIeeCs] KpPOBOTeUeHe. EC/iu mpecTonT MecTHas aHeCTe3ns,
dakTop, JO/KeH BBOAUTHCS 8cezda N0 Havasa jnedeHnsi. TobKo ecm MecTHas aHecTe3us OymeT
MCIIOIb30BaHA JIJIs1 JIeYeHNUsI HEKOTOPBIX OOIBHBIX CO CpeHelt 1 erkoit opmamu remodumi,
BBefieHe (haKTopa, BO3MOXKHO, He SIB/ISIETCSI HEOOXOIMMBIM.

DDAVP MoxeT UCIIONb30BaThCs JIst FOCTVKEHNS TeMOCTa3a y JIIofeil CO CpefjHeil U jerkoit popmaMu
remodumun. (Cm. pasgen 4: BbI60p KOHIIEHTpaToB (aKTOpa CBEPThIBAHNUA KPOBU Y IPYTUX
Ipernaparos).

1151 TTOCTAaHOBKM 4eJIIOCTHOTO 6710Ka IIOJHMMITE YPOBeHb dakTopa 10 50 %. At remobumm A u 10
40 % mns remodumu B. Y miopeit ¢ remoduineit He IpOTUBONIOKA3aHNIT K MECTHOJ aHecTe3un. B
JIONIO/IHEHVIe K MECTHOJI aHeCTe31M) MOXKHO IIPUMEHATH epPeKNCh a30Ta U/WIN BHYTPUBEHHOE
06e360nMMBaHMe.

Yro6bI BBIPBATH 3y0, YIOCTOBEPHTECH, YTO MALMEHT IIPeABAPUTENILHO IIOTYYNUT [J03y KOHIIEHTpaTa
¢dakropa, KoTOpas MOFHMMAET YPOBeHb (haKTopa K KpOBM 10 Heobxoaumoro npepena (cM. Tabnuia 1,
crpanuna 45). EACA wm tranexamic K1c/ioTa MOTyT IPUHMMATBCA 0 NepenuBanusa ¢akTopa. Josa
EACA, koTopyIo ciiefyeT IPUHATh BeuepoM Ha KaHYHe UM YTPOM Ilepefi IPOLefypoil, COCTAB/IAET
50-100 Mr/kr Kaxble 4-6 4acos B TedeHue 5-10 mHell (MakcuManbHO 24 rpaMMa B cyTkm). JJo3a mis
tranexamic KMC/IOTBI COCTaB/AET 25-50 MI/KT IepopanbHO KaK/ble 6-8 4acoB B TeueHue 10 gHerl.
JKupxnit pacTBOp 3TUX IpenapaToB MOXeT MCIIO/Ib30BaTbCA KAK SKMIKOCTD /IS IIOJIOCKAHMS pTa.
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[Tpy o6uMpHBIX IIpoOLieAypax — KOTOpPble TPeOYIOT Ha/IO>KeHM s LIIBOB VI MHOTOKPATHBIX 9KCTPAKIUI
3y00B — MOXKET IIOHAJ0OMUTHCS TOCIIUTANIN3ALNN /I HaJJleXKalljero 3yOHOro/ MegyIIIMHCKOTO YXO/ia.

KpoBoTeueHne MoXXeT BO3HMKHYTD IIPY BBINAIEHU MOIOYHBIX 3YOOB. 3aXVM U JIefi MOTYT
paccMaTpuBaTbCs KakK IepBas MOIBITKA OCTAHOBUTD KpoBoTeueHne. Eciu aTo He maeT adekra, MOTyT
JVICIIO/Tb30BaThCAA AaHTU(UOPVHOMMTIUYECKYIe TIpelaparsl (cM. BbIlIe). B peakux cry4asnx, BeposATHO,
IpuzeTCs NpUMeHATDh GakTop. [lanyenTaM ¢ ucTopueit IMTeNbHBIX KPOBOTEYEHNII, BEPOATHO,
IPUJETCA PBaTh 3y6 C aleKBaTHBIM IPUKPBITIEM (HaKTOPOM.

Xupypaua

[TarieHT, KOTOPOMY HEOOXOAMMO XUPYPrUIecKoe BMEIIaTebCTBO, IyYIlie BCETO 0OPATUTHCS B LIEHTP
nedenus reMounn. CrieluaancTbl [eHTPa JO/DKHBL ObITh CIIOCOOHDI K OIPeeIeHNI0 YPOBHS
UHTUOUTOPA U daKTOopa.

Kak Tonbko gedekT Koarynisaunm ucIpasyeH NepenuBaneM GpakTopa, MOXKHO NMPUCTYIIATh K
OIIepaLVIOHHBIM ¥ MHBA3MBHBIM IpolenypaM. KoHcynbpTanms ¢ reMaTonoroM, KOTOpBIil 3HAKOM C
xupypruei B remoduny, obA3arenbHa.

OTMeTbTe MHAVBNUAYATbHYIO PEAKIMIO MTAllMeHTa Ha KOHIIeHTpaT ¢akTopa fo Xupypruu. Vickmounre
MHTUOUTOD, eC/TM TAlMeHT He OTBevaeT afjekBaTHO. (CM. pasfen 06 unruburopax dakropa, CTpaHnIa
10).

HemocpencTBeHHO niepen oneparyeit, cofep>katue GakTopa B KPOBHU JO/DKHO OBITH TIOJHSATO JI0
HeoOXO#MMOro ypoBHs, Tpebyemoro i remocrasa (cM. Tabmuna 1, crpanuna 45).

YpoBeHb dakTOpa JO/DKEH MOAEP)KUBATHCS B TeueHye 57 [JHeil 10 3a)XIB/ICHVS] PaHbl, IIOC/IEe JIETKOTO
BMelllaTe/IbCTBA U B TeueHre 10-14 gHelt mocie cnoxHoro (cM. Tabmuia 1, crpanuna 45). IToce
HEKOTOPBIX OPTOIEANYIECKNX IIPOLeAYP YPOBEHb (PaKTOpa, BO3MOXKHO, JO/KEH OBITh IOJepP>KaH B
TedeHue Oosiee JJIMHHOTO IPOMEXYTKa BpeMeHI.

He3HayumenoHble uH8a3uBHble Npoyedypbol

BBe,[[I/ITe KOHILIEHTpPAaThI (’paKTopa nepen MHBa3suBHBIMI AMATHOCTUYECKMMU IIpOL ey paMIL. OHu
BKJIIOYAIOT B ce0 IIOACHMYHYIO ITYHKINIO, OIIpE/ie/IEHE CONEPIKaHNA ra3a B apTepmaanoﬁ KpoBH,
IE€TOYHYIO 6POHXOCKOHI/IK) nim 6I/IOHCI/IIO, JKeTyqOIHO-KNIIECIHYI0 9HIOCKOIINIO C 6uoncuert.

AnnepauyecKue pedakyuu HA npodyKmel 3amecmumenbHoli mepanuu
(KoHueHmpam gakmopa)
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Vcnonb3yiiTe GUIBTPDI, BXOAALE B KOMIUIEKT YIIAKOBOK (pakTOpa, 4YT0OBI 136€XKaTh BO3MOXXHOCTHI
peakumm.

Y1065I MNpenOTBPATUTD WIN YMEHBIINTD CUMIITOMBbI, I/ICHOHbSYI‘/'ITe AHTUTUCTAMIMHBI.

VsMeHeHue TUMIA KOHILIEHTpaTa <1>aI<Topa CBEPTbIBAaHM KPOBU MHOI'NA YMEHbIIAET CYIMIITOMBI.




PA3OEN 6

YPOBEHb N/IASMATUYECKOIO ®AKTOPA A
NMPOAONKUTENBbHOCTb NIEHYEHUA

B tabmumax 1A n 1B ykaszaHbl 001IeNpMHATBIE PEKOMEH/IyeMble YPOBHM I/Ia3MaTN4ecKoro Gpakropa 1 mpogo-
JKUTENBHOCTD 3aMelleHNs, KOTOPbIe OTPAXKAIOT pasMyYHble METOMbI, UCIIOIb3yeMble B CTPaHaX C MOYTH
HeorpaHMYeHHbIMU pecypcamu (1A) 1 cTpaHax ¢ OrpaHMYEHHBIM obecriedeHyeM IeKapCTBeHHBIX cpefcTs (1B).

TABJ/IULA 1A Pekomenayemblii ypoBeHb nnasmaTuyeckoro GbaKTopa 1 NPOAC/IKUTENBHOCTb NEUEHUA
NPV NOYTU HEOrPAHUYEHHbIX pecypcax

Tun KpoBoteueHus

femodpunua A

femodunua B

Heobxogumbiii
YypOBeHb

MpoAaonKUTeNbHOCTb
(AHN)

Heobxogumbiii
YypOBeHb

MpoAaonKUTeNbHOCTb
(AHW)

CyctaB

40% -60%

1-2, mpu HeaJleKBATHO
peaxumy MOXXeT OBITh
[OTIbIIIE

40%-60%

1-2, mpu HeaJleKBATHO
peaxumm MOXXeT OBITh
[IOTIbIIIE

Mbiibl (Kpome
MOAB3IOIIHO-TIOSIC-

40% -60%

2-3, mpu HeaJleKBaTHO
peaxuum MHOTAA

40% -60%

2-3, mpu HeaJleKBaTHO
peaxuum MHOTAA

o Iloppep>xanue

30%-60%

3-5, uHOTHA [AOMbIIIE
KaK BTOpMYHasA podu-
JIAKTUKA TIPU

30%-60%

HUYHOI) ToTblile TOTblIIe
ITopB3morrHo-

MTOSACHMYHAS MBIIIIIA

o VcxomHbIi 80 % - 100 % 1-2 60 % -80% 1-2

3-5, uHOTHA AOMbIIIE
KaK BTOpMYHasA mpodu-
JIAKTUKA TIPU

¢dusnorepanumn ¢dusnorepanun
LeHTpanbHas HepBHAs
c1cTeMa/TomoBa
o VlcxomHblit 80% -100% 1-7 60 % — 80 % 1-7
o Iloppep>xanue 50 % 8-21 30% 8-21
Topno u mes
o VcxomHbli 80% —-100 % 1-7 60% - 80 % 1-7
o Iloapmep>xanue 50 % 8§-14 30 % 8§-14
JKenymouHo-kuieuHoe
o VicxomgHbIi 80% -100 % -6 60% - 80 % -6
o Iloppmep>xanue 50 % 7-14 30% 7-14
Iloueynoe 50 % 3-5 40 % 3-5
PBaHas pana 50% 5-7 40 % 5-7
Xupypruueckoe BMelIa-
TeNbCTBO (cepbé3Hoe)
» mnpeponepaunuonHoe | 80% -100% 60% - 80 %
o mocsneonepanyonHoe |60 % -80 % 1-3 40% -60% 1-3
40% -60 % 4-6 30%-50% 4-6
30%-50% 7-14 20% —40 % 7-14
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TABJ/IULA 1B pekomenayembiii yposeHb nnasmatnyeckoro GpaKkTopa U NPOAC/IKUTENBHOCTb IEHEHUA NPU
3HAYUTE/IbBHOM OrpaHUYEeHUM pecypcos

Tun KpoBoTeueHUA

femodpununa A

femodpunnna B

Heobxoanmbii

ypOBeHb

MpogonKutenbHOCTb
(AHW)

Heobxoaumbiin

ypOBeHb

MpoaonKutenbHOCTb
(AHW)

CycraB

10% -20%

1-2, npu HeaJleKBaTHO
peakIyy MOXeT OBbITh
TOJIbIIE

10%-20%

1-2, npu HeaJleKBaTHOM
peakIyy MOXeT OBbITh
TOJIbLIE

Mpimus! (kpome
IIOJB3IOLIHO-IIOSIC-

10%-20%

2-3, Ipu HeaJeKBaTHOM
peaKuuy MHOTAA

10%-20%

2-3, Ipu HeaJeKBaTHOM
peaKLuy NHOTAA

o Ilognmepxanue

10%-20%

3-5, nHorma mosnplile
KaK BTOpUYHas1 Ipodu-
JTAKTUKA [P

10%-20%

HITYHOIN) JOJIbIIle TOJIbIIle
ITogB3pmorHO-

TTOSICHUYHAS MBIIIIIIA

o VicxomgHbln 20% -40% 1-2 15%-30% 1-2

3-5, nHorma mosnplile
KaK BTOpUYHas1 npodu-
JTAKTUKA [P

20% -40%

8-14 (unu 21, ecnu
yKa3aHo)

20%-40%

¢busnorepanun ¢busnorepanun
LenTpanbHas HepBHaA
CUCTEeMa/TOTOBa
o VicxomHbl 50 % - 80 % 1-3 50%-80% 1-3
o Ilognmepxanue 30% -50% 4-7 30%-50% 4-7

8-14 (unu 21, ecnu
yKa3aHo)

Toprno u mes
o VcxomgHbIit
o IloppepxaHue

30%-50%
10%-20%

30%-50%
10%-20%

JKenmynouno-kumednoe
o JcxopgHblNn
o Ilognmepxanue

30%-50%
10%-20%

30% -50%
10%-20%

IToueunoe

20% -40%

15%-30%

PBanas pana

20%-40%

15%-30%

Xupyprudeckoe BMeIa-
TeNBCTBO (Cepbé3HOE)

e IIpeMIoTEePAIIOHHOE
 TOCTIEOIePALOHHOE

60 % - 80 %
30% -40%
20%-30%
10%-20%

50%-70%
30% -40%
20%-30%
10%-20%
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