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Cnucok cokpameHmi

aKTUBUPOBAHHOE YaCTHYHOE TpoMOoriacTuHoBoe Bpems - AUTB
AHTUUHTUOUTOPHBIN KoarynsaHTHbIA KoMILieke - AUKK
bere3na equnuia - bE

remobunus A -T'A

remopunus B -I'B

necMornpeccud - DDAVP

JIeHb BBesieHus - /1B

KeIyJOYHO-KHIIeuHbIN TpakT - JKKT

WHIYKIUS UMMYyHoJIorudeckoi Tonepantnoctu - UAT
KoMmmbtoTepHast Tomorpadust - KT

MarHUTHO-pe30HaHCHas Tomorpadus - MPT

HECTepOU IHbIe MPOTUBOBOCTIATUTENbHbBIE TTpenapatsl - HIIBIT
npoTpoMOUHOBOE Bpemsi - [1B

TpoMOUHOBOE Bpems - TB

daxtop cBepthiBanus kposu VIl - FVIII

¢dakTop cBepThiBaHus KpoBH |X - FIX

daxTop cBepThiBaHUs kpoBHu Xl - FXI

dakrop cepthiBanus kpoBu Xl - FXII

LeHTpasibHast HepBHas cuctema - [IHC



MeToaoji0orust pa3padoTKu KJIAMHUYECKUX PeKOMeHaaluii

1. MeToabl, HCNO/IB30BaHHBIE 1/ cO0pa/ce/ieKIHH 10KA3aTe/IbCTB:
* Tlouck myOnuKanuii B CrCIMATN3UPOBAHHBIX TEPHOANIESCKIX MEUATHBIX H3IaHUIX
¢ ummnakT-pakropom > 0,3.

* Jlouck B JJICKTPOHHBIX 0azax JaHHBIX.

2. Bba3bl 1TaHHBIX, HCNOJIL30BAHHBIX JIsl cOOpa/ceIeKIIHN J0KA3ATEIbCTB!
Jloka3atenbHON 0a30il 1) peKOMEHIAIUK SIBJISIFOTCS ITyOJIMKAIluH, BOIIEIIINE B
6a3p1 nanaeix PUBMED, MEDLINE, Kokpanosckoii 6ubnuoteku. [lowck mpoBoguics

Ha Tyouny 6omee 10mer.

3. MeTtoabl, HCTIOIb30BaHHbIE /51 AHAJH3A J0KA3aTeIbCTB!
e O0630pbl MeTa-aHAIN30B, PAaHJIOMHU3UPOBAHHBIX MTPOCIEKTUBHBIX KOHTPOJIUPYEMBIX
NepeKPECTHRIX KIMHUYECKUX HCCIIeIOBAHUN.
e (OO630pbl OMYOJIMKOBAaHHBIX MCCIEIOBAaHUNA CIIy4ail-KOHTPOJIb WM KOTOPTHBIX
HUcClIeJOBaHUM.

e (CucreMaTudeckKue 0630pBI C Ta6J'[I/IL[aMI/I JOKa3aTCIIbCTB.

4. MeToabl, HCIIOJIL30BAHHDbIE A/ KAYeCTBA H CHJIbI J0KA3AaTe/JILCTB.
* KoOHCeHcyc 3KCIepToB;
e OneHKka 3HAYUMOCTU J0Ka3aTeNbCTB B COOTBETCTBUM C PEUTHMHIOBOM cHCTeMOM

yOeInTeIbHOCTH JToKa3aTeabcTB (Tadu. ).

5. MeTtomosiorusi pa3padboTKH peKoOMeHAaIHii:

Onucanue memoouxku aHaiuza 00KA3amelbCme U pazpabomxu PeKOMeHOAUUll

[Ipu orOope myOnwKanuii, Kak TOTEHIIMAIBHBIX HWCTOYHHUKOB JOKA3aTelbCTB,

HUCIIOJIB30BaHHAs B KaXXJOM HCCICJOBAHHMHN MCTOAOJIOTHUA JOJIDKHA OBITH n3ydcHa IJiid



TOro, 4TOObI yOEIUTHCSI B COOTBETCTBUHU €€ MPUHIMIAM JOKa3aTelbHON MeJAUIUHBI.
Pesynbrar wW3ydeHus BIMSET HAa YPOBEHb JIOKA3aTEJIbHOCTH, MPUCBANBAEMBbIN
myOJIMKAILMK, YTO B CBOIO OUepe/lb BIUSIET HA CUJTY BBITEKAIOIINX U3 Hee PeKOMEHAaluH.

Mertononornueckoe wu3ydeHue (okycupyercss Ha OCOOCHHOCTSIX Ju3aliHa
WCCJIEIOBAHHUS, KOTOPbIE OKA3bIBAIM CYIIIECTBEHHOE BIIMSIHUE HA KA4ECTBO PE3yJbTaTOB U
BBIBOJIOB.

C 1uenplo UCKJIIOUSHMS BIMSHUSA CyOBEKTHBHBIX (DaKTOPOB KaXKJ0€ HCCIeIOBaHUE
OLICHMBAETCs, KAK MUHUMYM, ABYMS HE3aBUCUMBIMHU YJIEHAMHU aBTOPCKOrO KOJUIEKTUBA.
Paznuuuss B oleHKe OOCYXJaloTCsi Ha COBEHIAHUSAX pabodeil Trpynmbl aBTOPCKOIO
KOJUIEKTUBA JaHHBIX PEKOMEH AN .

Ha ocHoBanmm aHamm3a [OKa3aTelIbCTB pa3paboTaHbl pa3fiesibl KIMHHYECKUX
PEKOMEHIalluil C OLEHKOM CUJIbl B COOTBETCTBUU C PEUTHHIOBOM CHUCTEMOW rpagalvi

J0Ka3aTeIbHOCTH peKoMeHaanuii (Tabi.2).

6. MeTtoabl, HCIO/Ib30BaHHBIE /151 GOPMYTHPOBAHUS PEeKOMeHAAIUI:
* KoHceHcyc akcniepToB.
e OueHKa 3HAYUMOCTH PEKOMEHJALMi B COOTBETCTBUM C PEUTHHIOBOM CHCTEMOM

rpajalyii JoKka3aTeIbHOCTH peKoMeHaanuii (Tabdi.2).

Huouxamopor dobpoxauecmeennoul xknunuueckou npakmuxu (Good Practice Points —
GPPSs): nobpokauecTBeHHas paKTHKa peKOMEHIAIMi OCHOBBIBAETCS Ha KBaJHU(UKALIUN

N KIIMHUYCCKOM OIIBITE aBTOPCKOT'O KOJIJICKTHBA.

7. Metoaos0rus BaauJInu3aluiu peKOMeH AU

Memoowl eanuouzauuu pexkoMeHOAuUl.

* BHemHss OKCIICPTHAasd OLICHKA.

* BHyTpeHHss 3KCIIepTHAs OLICHKA.



Onucanue memoouxku 8aIUOU3AUUU DEKOMEHOAUUI:

Pexomenpanum B TpeABapUTENIbHOW BEPCHUU PEIEH3UPYIOTCS HE3aBUCHUMBIMU
JKCTIEpTaMH, KOTOPBIX TIPOCAT IMPOKOMMEHTHPOBAaTh, HACKOJBKO Ka4eCTBEHHO
UHTEPIPETUPOBAHBI JJOKA3aTelIbCTBa U pa3paboTaHbl peKoMeHIaluu. Takxke MpOBOAUTCS
DKCIIEpTHAsT OlleHKa CTHJISA W3JIOKEHUS pEKOMEHJAIuid W WX JIOCTYIMHOCTH IS
[IOHUMAaHUSL.

[IpenBapuTenbHble BepCUU PEKOMEHIAINN TPEACTABISIFOTCS JUISI OOCYXKJIEHUS Ha
HAayYHBIX TeMaToJOTH4YecKnx KoH(epeHmmsx HammoHamsHOTO TreMaTOIOrHYeCKOTo
obmecTtBa u 3acenanusx [IpodunsHoit komuccuu no I'ematonoruu, Pabouelt rpynmsr 1o
pa3paboTKe KIMHMYECKUX peKoMeHAanui ['eMaTolornyeckoro HaydyHOIro IIEHTPa,
BeIyIIUMHU CTIeTIHTUCTaMu TPOoPMIbHBIX DenepaabHbIX 1IeHTPoB PD n mpakTudeckumu
Bpayamu.

NzyuaroTcsi KOMMEHTapud CO CTOPOHBI Bpadel-reMaToJIOTOB aMOyIaTOpHOTO U
CTAI[MOHAPHOTO JTallOB B OTHOIIEHWW JOXOAYMBOCTA W WX OIEHKH BaXHOCTH
peKOMeHIalnii Kak pabo4yero HHCTPYMEHTA MOBCETHEBHON TIPAKTHUKH.

3amedanusi W  KOMMEHTApWW, TMOJY4YEeHHbIE OT OKCIIEPTOB, TIIATEIEHO
CHUCTEMATHU3UPYIOTCS U OOCYXIAIOTCS aBTOPCKUM KOJUIEKTUBOM. [Ipw HeoOXOIUMOCTH

IMPOBOJUTCA BHECCHHUC W3MEHEHUH U IONOJIHEHUH B TEKCT peKOMeH,Z[a]_II/IfI.

8. OxoHuaTe/IbHasl peaKIHA;

JInsi OKOHYATEeNBbHOM pEeNaKUMy W KOHTPOJISI KayecTBa PEKOMEHAALMU ITOBTOPHO
AHAIM3UPYIOTCS YIEHAaMH aBTOPCKOIO KOJUIEKTHBA, IUIS MOATBEPXKIEHUS TOrO, YTO BCE
CYIIECTBEHHbIE 3aME€4YaHUsl U KOMMEHTAapUU JKCIIEPTOB NPHUHITHI BO BHMMaHHWE, PUCK
CHUCTEMAaTUYECKUX OLIMOOK MPH pa3paboTKe CBeJIeH K MUHUMYMY.

OxoHuaTenbHas pefaklys KIMHAYECKUX PEKOMEHJALMM paccMaTpUBAalOTCd U
yTBepKaaroTcsi Ha 3acefmanuu [IpodunbHoil xommccuu mo ['emartomoruu, Paboueit
rpynmnsl Mo pa3paboTke KIMHUYECKUX peKoMeHaauuil ['emaTosornuyeckoro Hay4HOTro
IeHTpa, W B 3aKJIIOYEHWH, Ha KOHTpecce (cbeszne, IUICHyMe) HAIMOHAIBHOTO

reMaToJIOTMYECKOro O0IIeCcTBa.



Tab6auna 1.
YPpoBHH 10Ka3aTeJbHOCTH PEKOMEHAUIM
(B COOTBETCTBHUH CO IIKAJIaMH, pa3pabOoTaHHBIMU AMEPUKAHCKUM OOIIIECTBOM
knuHIueckoi oukosioruu (ASCO)u
EBpomneiickum oOriectBoM MeauiuHckoi onkosioruu (ESMO)

YpoBeHnb
JI0Ka3aTeIbHOCTH

Tun nokasaTeapbHOCTH

| I[OKaSaTeHBCTBa TIOJIYUCHEI B pE3YyJIbTAaTC METAa-aHaJIM3a 0O0JIBIIIOro Yncia
XOpomo CINIAHUPOBAHHBIX paHJIOMU3UPOBAHHBIX HUCCIIEIOBAHUH.
PaHI[OMI/I3I/Ip0BaHHBIe HCCIICIOBAaHUA C HU3KUM YPOBHEM JIOXKHOIIO3UTHBHEBIX U
JIO)KHOHETAaTHBHBIX OIMHOOK.

I JlokazaTenbcTBa OCHOBAHBI HA Pe3yJIbTaTax HE MEHEE OJIHOIO XOPOIIO
CIJITAHUPOBAHHOTO PAaHIOMU3UPOBAHHOIO UCCIEAOBaHUS. PaHI0MU3UpOBaHHBIE
UCCIIE0OBAHMS C BBICOKMM YPOBHEM JIOKHOMIO3UTUBHBIX U JIOKHOHETATUBHBIX
OIIMMOOK.

[l JlokazaTenbcTBa OCHOBAHBI HA Pe3yJIbTaTax XOPOIIO CIUIAHUPOBAHHBIX
HepaHJOMHU3UPOBAHHBIX UccienoBannii. KoHTponupyembie nuccieoBaHus ¢
OJIHOU TPYMIION OOJBHBIX, UCCIAEAOBAHUS C TPYIIION HCTOPHIECKOTO KOHTPOJIS
U T.J.

vV Jloka3zaTenbcTBa MOJIyUYEHBI B pe3ysibTaTe HEPaHJOMU3UPOBAHHBIX
uccienoBanuii. Hempsimble cpaBHUTENBHBIE, OMUCATENBHO KOPPEISIIIMOHHBIE
UCCJIEIOBAHMS U UCCIIeIOBAaHUS KJIMHUYECKUX CITy4aes.

\% JlokazaTenbcTBa OCHOBAHbBI Ha KIIMHUYECKUX CIy4asX U IpuMepax.

Tabauna 2.
CreneHu U rpajanuu 10Ka3aTelbHOCTH peKOMeHAal i
(B COOTBETCTBHUH CO IIKAJaMH, pa3pabOTaHHBIMH AMEPUKAHCKHM OOIIIeCTBOM
kiuarYeckoit onkosoruu (ASCO)u
EBpomneiickum oOriecTBOM MeuInHCKOM oHKojIornu (ESMO)

Cremnens ['pananust

A JloxazatenbcTBO | ypOBHS WK yCTOHYMBEIE MHOTOYHCIICHHBIE AaHHbIe |1, |11
i |V ypoBHS 0Ka3aTeTbHOCTH

B Hoxazarenscta ll, Il wam IV ypoBHS, cunTaromuecs B 11€JI0M YCTOWYUBBIMA
TAHHBIMHA

C Hoxazarensctna ll, I, IV ypoBHS, HO TaHHBIE B IIEJIOM HEYCTOMYNBHIC

D Crabble UM HeCUCTEMATHUECKHE SMITUPUIECKHE JI0Ka3aTeIhCTBA




I'nasa 1. O6mas undgopmanus
1.1. Dnudemuonozus.

I'emodunuss — 3710 cremieHHOe ¢ X-XPOMOCOMOW BpOXKISHHOE HapyIIeHHE
CBEPTHIBAEMOCTH KPOBH, BBI3BAaHHOE HEJOCTATOUYHOCTBHIO WJIM OTCYTCTBHEM (haKTopa
ceeprbiBanuss kpoBu VI (remodmmuss A) wmimm  daktopa IX (remodummus B).
[TomaBistoree OOMBITMHCTBO OOJIBHBIX TeMO(UITNel — My )KUnHBI. PacipocTpaHeHHOCTh
remounun B GonpmmHCTBe cTpaH coctaBisier 10-14 6onpabix HAa 100 000MysxuuH.
I'emodumus A (I'A) BcTpeuaetcs yarie, ueM remoduius B (I'B), u cocrasnser 80-85%
o0miero ymucna ciydaeB. VI3BecTHbI eqUHHUYHBIE CIydaW TeMO(DWIUU y >KEHIIUH MpH
HacJIeJIOBaHUKM TeHa OT oTma (OoipbHOW reModuinell) U OT MaTepu (HOCHTEIh TeHa),
mu00 y JKEHIUHBI ¢ MyTalliell reHa Ha OJHOM XpoMOcOMe, KOoTja I'eH Ha Jpyrod He
aktuBeH (Oonesns IllepemeBckoro-TépHepa u np.). Takke y HEKOTOPHIX KEHIIUH —
HocuTeslel MyTaruu reHa ¢akropa cBepThiBanus kposu VI (FVII) wnu dakropa
cBepthiBaHus KpoBU |X (FIX) MOryT OBITH KIMHHYECKUE MTPOSBICHHUS.

OcHoBHOe TmTposiBIeHHEe TeMODUINU — KPOBOTEUEHHS U KPOBOUBIHUSHUSA,
BO3HUKAIOIIAE CIIOHTAaHHO WJIM BCJIEACTBHE TpaBMbl. Yamie Bcero MpHCYTCTBYET
CeMeliHbIii aHaMHe3 3a0oJieBaHMs, OJHaKo B 1/3 ciydaeB BCTpedaroTcs CIOpagudecKue
mytanuu TeHoB FVIII u FIX. 'emodunuio ciegyer momo3peBaTh NMPU TOSIBICHUU Y
Jonen:

* JIETKO Pa3BUBAIOIINXCS IKXMMO30B U TeMaTOM B paHHEM JIeTCTBE,;

* CITIOHTAHHBIX KPOBOTe4YeHUH (MpUUNHA KPOBOTEUEHUS He sCHA), 0COOEHHO B CYCTaBHl,
MBIIIIIBI U MATKAE TKaHHU,

* IJIUTENbHBIX KPOBOTEUEHUI MOCIIE TPABMBI HIIM XUPYPrHUECKOrO BMEIIaTeIbCTBA.

XoTsi reMoQWIMS 3TO BpOXIEHHOe 3a0oJieBaHMe, Y HEKOTOpBhIX JAeTei
KPOBOTEUYEHHsI MOTYT OTCYTCTBOBaTh Ha MEPBOM IOy JKM3HU J0 TeX MOp, MoKa pebeHOoK
HE HAa4YHeT XOAWTH. Y IUIl, CTPaJaloUINX JIeTKol (opMoi reModuINu, KPOBOTEUCHUS
MOTYT OTCYTCTBOBATh /IO TIEPBOI TPaBMbI HJIM XUPYPrHUECKOr0 BMEIIaTeIbCTBA.

CreneHp TSDKECTH HapyLIEHUH CBEPTHIBAHUS KPOBU M KIMHUYECKUX MPOSBICHUN
py reMO(HIINU 3aBUCHUT, KaK MPaBUIIO, OT YPOBHS aKTUBHOCTH (PakTOpa B KPOBH, OJTHAKO

B KJIMHWYECKOM TIPaKTHKE HE BCerga CyILIeCTBYeT IMpsAMas KOppemsiuus MEexXIy
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1abopaTOpHBIM U KIMHWYEeCKUM (heHoTuamu 3aboneBanus. Kinaccudukarus remohunum
110 CTENEHU TSHKECTH OCHOBaHa Ha ompezeneHun aktuBHocTH FVIII u FIX (tabnuua 1).
Omna oquuakoBa 11t ['A u I'B.

Tab6auua 1.

Kaacenpukanus remopuinu no creneHu TAKeCcTH

CreneHb AKTUBHOCTH (hakTOpa
o Cilyuau KpOBOTEUEHHUS
TSKECTM | CBepPTBhIBAHHS KpoBH, %0
CHOHTaHHbIE KPOBOTEUEHHS, TIABHBIM
*
Tsoxenas <1% 006pa3oM B CYCTaBbl M MbILIEYHbIE TKAHH

Bo3MOXXHBI CHOHTaHHbBIE KpPOBOTCUYCHUA.
CpeﬂHﬂﬂ >1 -<5% CunbHoe KPpOBOTCHYCHHUE IIPpU TpaBME UIIN
XUPYPIrud4eCKOM BMECIIATCIILCTBE

CuibHOE KpOBOTEUEHHUE MPH CePhe3HON
Jlerkas >5% - <40% TpaBMe WU XUPYPTUYECKOH onepannu

*60-70%Bcex AMarHOCTUPOBAHHBIX CIy4aeB reMOGUITIH

1. 2. Khunuueckasa kapmuna.
Knunnueckue mnposieienuss ['A u I'B unentuunsl. [{ns kiIMHUYECKOW KapTUHBI TMPHU

reMOQHINU XapaKTEePHO pa3BUTHE KPOBOTeueHHH (Tabmuibl 2 U 3), KOTOPbIE 3aBHUCAT OT

CTCIICHU TAXKCCTHU FGMO(I)I/IJ'II/IH.

Tabauua 2.
Kaaccudukanus KpoBoTeueHHil M0 TAKECTH
Tsoxenbie Kuzneyrpoxaromue
* CycraBsl (remMmapTpo3) * llentpansHas HepBHas cuctema (LJHC)
*  MpbImbl/MsITKAe TKaHH » Kenynouno-kumeunsiit Tpakt (JKKT)
e CnusncThle POTOBOM MOJOCTH, Hoca, | * Illes/ropio
MOUYEBBIJICIIUTEILHOU CUCTEMBI * 3alprolMHHAS TeMaToMa

Jns  OonbHBIX  TsDKeNmod  ¢dopMol  reMopuUIMU  XapaKTepHO  TOsIBIIEHUE
reMopparuyeckoro CHHJApOMa Ha MEPBOM roay Ku3HU. OTHOCUTEIBHO PEIKO TeHICHIIMS
K KpOBOTEUEHHUSIM MOXKET CTaThb OYEBUAHOM Y€ B HEOHATAIbLHOM TNEpUoje
(kedamoremaTompl, reMaTOMbl MSATKUX TKaHeW, BO3HUKAIOIIUE MOCTEe WHBEKIUNA WIIH
BCIIEJICTBUE  TSDKENBIX ~ POJIOB,  KPOBOTEUEHHWE U3  IYIIOYHOTO  KaHaTHKa,
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nocjeonepanonHbie KpoBoTeueHMs1). Kak mpaBwiio, mepBble SKXUMO3bI TOSBISIOTCS Y
nereit B Bo3pacte 10 6 MecsieB (4acTo mocie Maccaxa WM ruMHAcTHKH). Co BTOPOTo
MOJyTOANS JKW3HM BEAYIIMMH CHMIITOMAMH CTAHOBATCS MEXKMBIIIEYHbIE TeMaTOMBlI,
TSKeJble [OCTTpaBMaTHYeCKHe KpPOBOTEUEHUS M3 CIM3UCTBIX TMOJOCTH pTa U
KpOBOU3NIUSAHUSA B cycTaBbl. [lopakatoTcss B OCHOBHOM KpYIIHBIE CYCTaBbl: KOJICHHBIE,
rOJICHOCTOIIHbIE U JIOKTeBble. KpomMe 3Toro, y mrofeil ¢ Tsokeiol reModuineill ObIBaloT
KPOBOU3IIMSHNSA B IOAB3JOLIHO-MOSICHUYHYIO MBIy, FeMaTypusi, KpOBOTEUEHUS U3
XKKT (ocobeHHO TpW HAIWYHMK SPO3WH, SI3B, TOJHIIOB, BOCHAIUTEILHOTO Ipoliecca) U
kpoBomsnusinus B LIHC, kpoBoTeueHNsI 1 KPOBOMBIUSHUS MPHU MPOBEICHUN HHBA3UBHBIX
MaHMUITYJISILUH.

Cpennetsbkenas ¢opma TeMOGWIMM UMeeT CXOAHble TposiBieHus. I[lepsbie
NpU3HAKK, KaK MpaBWIO, Pa3BUBAIOTCA IOCjie ToAa. Y MalMeHTOB C aKTHUBHOCTBIO
dakTopoB Oonee 2% pexe BCTpeUarOTCsl KPOBOM3IUSHUS B CYCTaBbl, 3a0pIOIIMHHBIC
reMatombl, remarypus. HanGomee THNMYHBI TMOCTTpaBMaTUYECKWE TeMaTOMbl U
JUIUTEJIbHbIE KPOBOTEUEHHUSI, 0COOEHHO MIPU TpaBMax CIU3UCTBIX 000JIOUEK.

Jlerkast reMouiiis MOXXET HUKaK He TMPOSIBIATHCS Ha MPOTSHKEHUH BCEe >KU3HU
yeyioBeka. llaTomormueckue KpOBOTEUEHHUS M KPOBOU3IUSHUS Yy MMALUEHTOB C JIETKOU
¢dopMoil remMoUIMM BO3HUKAIOT BCJIEICTBHE 3HAUUTENbHBIX TPaBM WM OIEpaLui.
[TopaxxeHne OonmOpHO-ABUTATEIFHOTO alapaTa BCTpedaeTcsl Ype3BbIYaHO PeIKo.

Tab6auua 3.

Yacrtorta BCTPECIAEMOCTH KpOBOTe'-leHl/lﬁ

["emapTpo3bl (KpPOBOU3IHSIHKS B CYCTaBbI) 70-90%

['ematombr (kpoBowmnustauss B Mbimel) u | 10-20%

SKXUMO3BI
Jpyrue Tspkelnble KpOBOTEUEHUS 5-10%
KpoBoreuenus B [IHC MmeHee 2%
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1.3. Juaznocmuka zemogunuu.
JlaHHBIE ceMelWHOTo aHaMHe3a NpuMepHO Y 2/3 OOJIBHBIX COJEpKaT yKa3aHHs Ha

reMopparu4eckue TMpOSIBICHUS y OJM3KUX POJCTBEHHUKOB MO JKeHCKOW nuHuu (Y
MYKYHH, peXe y KeHIINH).

JlaHHbBIE JTUYHOTO aHAMHE3a MOTYT COJAepKaThb MH(POPMAIMIO O FeMOppParundecKux
nposiBieHusx y nanuenrta. [Ipu cbope anamue3a 3aboseBaHus HEOOXOIUMO oOpallaTh
BHUMaHW€ HA HAJINYME FeMOPPArHYECKUX MPOSBICHUN B HEOHATAIILHOM IIEPUOJIE B BUJIE
KedanoremMaToM, BHYTPUYEPENHBIX KpPOBOW3IHUSHUN, KPOBOTOUYUBOCTU M JJIUTEIHHOM
3a)KUBJIEHUHM IMYIOYHOM paHKHW, y TPYAHBIX J€Tell — 3KXMMO30B, HE CBA3aHHBIX CO
3HAUUMOW TpPaBMOM, reMaToM MSTKUX TKaHedl Mocje He3HAYUTENbHbIX YIIMOOB WU
CIIOHTaHHBIX. BakHo o0paliarb BHHMaHHE€ Ha HECOOTBETCTBHE BBIPAXKEHHOCTH
reMOpparnyecKux NPOSBICHUN TSKECTH NPEALIeCTBOBABIIEN TpaBMbI, Ha PELUIVBBI
KpPOBOTEYEHHUM IOCJI€ MEPBUYHOU OCTAHOBKM, HE CBsI3aHHBIE C IIOBTOPHOW TpPaBMOM,
MaccuBHble ¥ (MJIM) MHOXXECTBEHHbIE TI'eMaTOMbl, CHUCTEMHOCTh T€MOpparu4ecKux
NposiBIeHUH (MPOSBICHUS Pa3IMIHON JIOKAIN3alliH), «CIIOHTaHHBIE T'eMOpparudecKue
MPOSIBJICHUSI», BO3HUKAIOIIIKME U3-3a JUIMTEIBHOTO JJATEHTHOTO NIEPUOa U HECOOTBETCTBUS
XapakTepa KpOBOTEUEHMUS TAKECTH TPABMBI.

QuzukanvHoe obcnedosanue.

[Ipu Tsx€noit u cpenHersbkenoil ¢dopMe reMoDUIMK  BBISBISETCS KOXHBIN
reMOpparvyecKuii CHHAPOM pPa3JIMYHOM BBIPAKEHHOCTH B BHAE MHOXECTBEHHBIX
9KXHMMO30B U reMaToM. Bo3MOXHBI MpU3HAKK TTOpaKEHUsI CYCTAaBOB B BUJIE e(opMaliny,
OTE€Ka U JIOKAJIIbHOTO TOBBIIIEHUSI TEMIIEPATYPhbl KOXKH, NO3JHEe — IPU3HAKN HApYIIEHUs
MOJIBYKHOCTA CYCTaBOB, THMOTPO(HUS MBILI] KOHEYHOCTH Ha CTOPOHE MOPaxEHHOTO
CyCTaBa, HapylIeHNE MOXOIKH.

Jlabopamopnas ouacnocmuxa.

Koarynonorudeckoe o0cienoBanue mpoBOIUTCS TO3TAMHO:

Ilepeoiii sman. Koarynonoruyecknii CKpUHUHT TMPU MOJO3PEHUM Ha IeMOpparnyecKue
COCTOSTHUS BKITIOUAET aKTUBUPOBAHHOE YacTUYHOEe TpoMbOoruiactuHoBoe Bpems (AUTB),
npotpombuHoBoe Bpems ([1B), TpomGunoBOe BpeMms (TB), koHIeHTpanuio GrUOpHUHOTeHa

(o Kiayccy), Bpemst KpoBOTeUEHHs CTaHAaPTHU30BAaHHBIM METOJIOM (HampuMep, 1o AiiBwy,
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WIA C TOMOINBI0 aHanmu3aTopoB GyHKIUU TpomborutoB PD.A-100 u PD.A-200) u
MOJICUET KOJIMYecTBa TPOMOOLIUTOB.

Ha ocHoBe 3THX TeCTOB MOXXHO ONPEENIUTh TUI HAapyLIEHHUs CBEPTHIBAEMOCTU
kpoBu. [lns remodunum xapaktepHo yBenuuenune AYUTB, ynnuHeHue BpemeHH
CBEpTHIBAaHUSI KPOBU MPU COXpPAaHEHUHU APYTHX ToKazaresed B Mpeneaax HOPMaJIbHBIX
3HaueHui. HeoOGxonumo uMeTh B BUJY, UTO 3TU CKPUHUHT-TECTHl MOTYT HE OOHAPYKUTh
aHOMAaJIM{ y TIAIUEeHTOB C JIETKOW popMoi reMoHIINH.

Bmopoii sman. Beinonnsiercss npu u3zoiaupoBaHHoM yanuHeHnn AUTB, nubo mnpu
OTCYTCTBUU U3MEHEHUs] B CKPUHHMHIE€ W HAJIMYUM KIWMHUYECKUX MPU3HAKOB JIErKOU
dopmbl remoduru. Ha BTOpoM 3Tame mpoBoasT TecT koppekiuu (koppekuus AUTB
NpY CMEIIMBAHUY TUIA3MBI TIAlIMEHTa ¢ HOPMaJIbHOH TUIa3MOi1), onpe/ieJieHne aKTUBHOCTH
FVIII, FIX, dakropa Bunnebpanna, FXI u FXII.

Tpemuu sman. Ilpu BoigsBneHHOM cHUxeHUU akTuBHOCTU FVIII wnu FIX Beimonusercs
onpezeneHue crenupuIeckoro MHruOuTopa K cHKeHHoMy (akTtopy. [Ipu cHmwkeHun
AKTUBHOCTH HECKOJIBKUX (DaKTOPOB CBEPTHIBAHUS KPOBU W/WIIN yITMHEHUU (OCHOTUTTHI-
3aBUCUMBIX TeCcTOB (AUTB ¢ 4yBCTBUTENBHBIMH pPEaKTHBAaMHU) MPOBOIUTCS OIpeieIeHHe
Hecnenu(puIeckoro HHruouTopa (BOJIYaHOYHOTO aHTUKOATYJISTHTA).

JlnarHos u TspKecTb reMO(MUIIMU yCTaHABIMBAIOTCS MOCTE BBISBICHUS CHUKEHUS
aktuBHocTH FVIII wm FIX, ecnu monrBepkaeHO OTCYTCTBUE JAHHBIX 3a MPUOOpPETEHHOE
reMopparuyeckoe COCTOSIHHe, B TOM YHCIE CBSI3aHHOE C IMOSIBIIEHUEM MEPBUYHOTO

UHTUOuTOpA.

I'naBa 2. Jleuenue remopuanu

2.1. Opzanuzayusa nevenus.
OcHogHbIMU 3a0a4amy Ne4eHUs NAyUeHmos ¢ cemoguuueti A8NAIOMC:

* coxpaHeHHe (U3UYECKOTO 3I0OPOBbSI MAIMEHTOB ITyTeM TMPOMUIAKTHKU W
JieYeHUs 3HAYUMBbIX TeMOpparu4ecKux MposiBICHUH;
e ofecredyeHre MEIUIMHCKUX YCIOBUU I (PU3NUECKOH, TCHUXOJIOTHYECKOU H

COLIMAJILHOM aJanTalluu.
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Jnsa eolnonnenus smux 3a0a4 HeoOxXo00UMO c030amb CIeOVIOUUe YCaA0BUSL.

B ocHoBe IedyeHHWss mMalMEHTOB C TeMOQWIHeH JeXHUT crenupudeckas
3aMeCTHUTeIbHAs Tepanwsi KOHIeHTpaTtamMu (akTopoB cBepThiBanus kposu (FVII u
FIX) wmu npemapaTtaMu — «IIyHTHDPYIOIIEro JEHCTBHS» Yy  IalMEeHTOB C
uHrUOuTOpHOM opmoii remoduauu. OOecreueHrne >TUMU TpernapaTamy,
oOydeHrne WX NPUMEHEHHIO YJIEHOB CeMbH OOJBHBIX TeMO(pUINeil sBIseTCs
MPUOPUTETOM B OpraHU3alUU MOMOIIN OOJILHBIM reMO(pUIIHeH.

CoBpemenHast Tepanusi remModuianu OazupyeTrcs Ha TMPHUHIMIE <«IOMAITHEero
nedeHus» (MpodHUIaKTHUECKOM HITH TI0 TpeboBaHUi0). O0s3aTeIbHBIMU YCIOBUSIMU
JUTSL  TIPOBEACHUS <«IOMAIIIHETrO JICYSHHS» SBISIOTCS. HaJIW4YWde Yy TalldeHTa
reMOCTAaTUYeCKUX TMpenaparoB (mpenapaT HAXOAWTCS TaM J>Ke, Tle MalueHT),
peleHue o NMPUMEHEeHUU TeMOCTaTUYEeCKOro mpernapara MpuHUMaeT MalueHT WU
€ro pPOJCTBEHHUKU B COOTBETCTBHHM C PEKOMEHAAIMSIMU IeMaToJiora, MalueHT U
(nnm) ero pOACTBEHHWKHM OOYYEeHBI TpaBWIIaM XpaHEHUS M HCIOJIb30BAHHUS
AHTUTEeMO(UIBHBIX MPernapaToB.

Bce maumenTsl ¢ remo¢ el TOKHBI OBITh 3aperUCTPUPOBAHBI U HAOTIOAATHCS B
crienraIn3upoBaHHOM HeHTpe (YpoBeHb nokazarenbHocTH 1V). VYV manmeHTa winu
Bpayeil, K KOTOpbIM OH OOpallaeTcsi, KpyrioCyTOYHO JIOJKHA OBITh BO3MOXXHOCTb
KOHTaKTa C reMaToJIOrOM, UMEIOLINM OIIBIT JIeUeHHUsI OOJIBHBIX TeMO(HIINEH.
Habmtonenve u neueHue MayeHToB ¢ reMo(uiInei T0KHO MPOBOIUTECS TPYTIIION
CMEIUATUCTOB pa3IMyHOTO Tpoduiis, BKIIOYAIOIIEH reMarosora, Ieadarpa,
opromesa, cTromaTojiora, ¢usnorepaneBta, Bpada JIOK, mcuxonora, mMmeromux
OTBIT paboThI ¢ 6oMbHBIME TeModuiueii. (YpoBeHb nokazatensHocTH 1),

OcMOTp TalMeHTOB TIeMarojoroM, OpPTONEAOM U CTOMATOJIOTOM JOJKeH
NPOBOAUTHECS HE MeHee 2-X pa3 B TOJ; OCTaJbHBIMHU CIEIUANIACTAMHU - IIO
HeoOxoaumocTu. LlenecooOpa3Ho npoBeaeHre NUCIaHCepU3alii MaureHToB 1 pas
B TroJl B CHELHAIU3UPOBAHHOM LIEHTpe TeMO(UIINM, €CIM LEeHTP pacrojiaraet

JOCTAaTOYHOU KIIMHUKO-JIa00paTOpHOU 6a301.
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Ipu neuenuu kpogomeuenull He0OX0OUMO NPUOEPHCUBAMBC CACOVIOUIUX NDUHYUNOS:

JIiss OCTaHOBKM KpPOBOTEUEHUH MOJDKHA TMPUMEHSATHCS 3aMECTUTENbHAsl Teparvs
koHueHTpatamu FVIII wim FIX, nubo npenapatamu «iyHTUpPYIOILIEro AeHCTBUS»
y TIAIlUeHTOB ¢ HHTMOUTOPHOM (hopMOlt reModuny.

Heobxonumo cpazy mpumeHsTh 3(QQeKTUBHbIE A03bI KOHIIEHTPATOB (aKTOPOB
CBEpTHIBAaHUS WJIM TpenaparoB  «IIYHTUPYIOLIEro JAelcTBus». Tepamwus
HEJOCTAaTOYHBIMU J/103aMU HE IMO3BOJINT OCTAHOBUTH KpPOBOTEUYEHHE, MPUBEIET K
noTepe BpeMeHHU, HApaCTaHUIO TeMOpPParndeckoro CUHApOMa U HeOOOCHOBAaHHOMY
pacxoy IOpOrocTOsIIEero mpenapara.

['emocTatndeckyro Tepanuio (BBeIeHHE KOHIICHTPATOB (AKTOPOB CBEPTHIBAHHS
KPOBH) HEOOXOIMMO HAUYMHATHh KaK MOKHO paHbIle (B MAKCHMAaIbHO CIKATBIE CPOKH
HACTOJIBKO HACKOJIBKO 3TO BO3MOXKHO, JKeJaTelbHO B TeUEHHE MEePBBIX 2-X YaCOB
nocjie TOJy4eHUs] TpaBMbl WM TOSBJIEHUS TEepPBbIX CYOBEKTHUBHBIX WM
OOBEKTHBHBIX TPU3HAKOB KpPOBOW3MMsIHHSA). [looTOMYy OCHOBaHWEM MJisi Hadvaia
Tepanuu MOTYT ObIThb CyOBEKTHBHBIE OILYIEHUs MalUeHTa WU (akT TpaBMBbI.
BBenenve npenapara OJKHO OBITh BBINOJHEHO oOs3arenbHo. Heobxonnmo
CTPEMHUTHCS OCTAaHOBUTH KPOBOTEUEHHWE WM KPOBOUBIUSHHE O Pa3BUTHS
3HAYMMBIX KIMHHYeCKUX mposiieHuit (YposeHb nokaszarensHocT |l). Ilpm
HAJIMYUHU TPaBMBbI MAIMEHT JO0JDKEH ObITh OCMOTPEH T'eéMaToJIOTOM B 00s3aTebHOM
HOpsiTIKe.

JleueHue JerKMX U CpPEIHUX KpPOBOTEUEHUH [OJKHO IPOBOJAUTHCS Ha JOMY
NAlMeHTOM WM ero pOACTBEHHHMKAMH B COOTBETCTBUU C PEKOMEHIAIMSIMHU
remaronora. [lpy pa3BuTHM TSDKENOr0 KPOBOTEUEHMs] Tepanus AODKHA OBITh
HayaTa Kak MOXHO paHblle (Ha JOOMYy) M MpOAOJDKeHA IOJA HaOJIroIeHHEeM

remMaToJiora CTallMOHapHO WK aMOyJIaTOpHO.

OcHosnble NPpUHYUrivl npoabuﬂakmuqeacoeo JICYEHUAL.

[Ipodunaktuueckas Ttepanuss koHueHTparamu FVIII wumm  FIX, a Taxxke
npernapaTaMi  <«IIyHTHPYIOIIErO JIeHCTBHUS» - OCHOBA BEJIEHHUS IMAIMEHTOB C
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TsoKeno  gopmoit remodumn. [lpym Hanmmyum nokazaHuil (pelUIUBUPYOIINE
KPOBOU3JIUSHUS B CYCTaBbl, APYyrHe YIpoOXKarollhe KPOBOTEUEHUS, IPEACTOsLIEe
WHBA3WBHOE JIeYeHUE W Jp.) MpodUIaKTHYecKas Tepamusl IODKHA MPOBOIUTHCS
nalueHTaM co CpeHeTsKeIoN U Jierkoil popmamu.

e Ilpodunaktuyeckoe JiedeHHWEe NPOBOAUTCS Ha JOMY MALUEHTOM WJIH €ro
POACTBEHHUKAMM.

e KiroueBbIMM acleKTaMu OLEHKH YJIY4IIEHHs COCTOSHHUS 3[0pOBbs M KadyecTBa
KMU3HU MalMeHTOB ¢ remModuiueil sBIAIOTCS. MpPeAOTBpallleHue pa3BUTHS
reMOopparu4ecKoro CUHIpPOMa, perpecc Wik OCTaHOBKA IIPOrPECCUPOBAHUS KOCTHO-
CYCTaBHBIX U MBIIICYHBIX JE€reHEPAaTUBHBIX U3MEHEHUH, OTCYTCTBUE CIIOHTAHHBIX

KPOBOU3JIUSIHUN.

ﬂpyeue NPpUHYUnUAlbHble acneKknivl seoens nayuenmoe c ZQMOd)uﬂueﬁ:

e JlammeHTamMm ¢ TOpPaXXEHUEM DJJIEMEHTOB OIOPHO-ABUTATEILHOIO  armapara:
HEOOXOJIMMO JOJITOCPOYHOE JICUCHHE TIIOBPEKJICHUH CYCTaBOB M MBIIII, |
GbyHKIIMOHATbHAS peaOUuTUTALIMS.

» (OO0s3aTesnieH IMHAMUYECKUH MOHUTOPUHT COCTOSIHUS MAllMeHTa C OLIEHKOW HaTU4usI
HeXXeJlaTeIbHbIX SBJICHUM MPHU MPOBEACHUM 3aMECTUTEILHON Tepanuu: MOsBJICHUE
WHTUOUTOpa K (haKTOpy CBEpPTHIBaHUS KPOBH, WHIWBHUAYaJIbHAs HEIIEPEHOCHUMOCTh
npenapara, BUpPYCHasi KOHTaMHUHallUsl, W3MEHEHHUS TICUXOJOTMYEeCKOro WU
colagbHOro craryca mamueHTa. OleHKa COCTOSHUS MepudepruiyecKorl BeHO3HOM
CHCTEMBI.

e JleueHue OCIOKHEHUN reMOPHUINN: KOPPEKLIUs JePUINTA Kee3a, HTHTHOUTOPOB.

e (OO0s3aTeNbHO BBISBICHHUE M JIeYEHHWE COMYTCTBYIOIIUX 3a00JeBaHMM, OCOOEHHO
3aboneBanuii 3y6oB, nojoctu pta, JXKT, JIOP-opranoB, martojoruu cepaedHo-
COCYIMCTOW CUCTEMBI U JP.

e Jlo Hauvana mOOBIX WHBAa3UBHBIX MPOIEAYp HEOOXOAUMO BBEJEHHUE KOHIICHTpaTa

dakrtopa cBépThiBaHM KpoBu wuian gecMmomnpeccuHa (DDAVP) B no3upoBke,
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PEKOMEHI0BAaHHOMN BPavyOM-T€MaTOJIOTOM. Ob6s3arenen MTOCIE YOI
MOHUTOPHUHT CUCTEMBI FeMOCTa3a.

e [lanmmeHTsl He ODKHBI WCIOJNB30BaTh TIpemaparhl, Hapyliarolme (YHKIIUIO
TpOMOOLIMTOB M YTHETAIOIIKE CBEPThIBAHNE KPOBU, OCOOEHHO alleTUIICATMLUIIOBYIO
kucinoty u ap. HIIBIT (3a wuckmouenuem Hekotopbix LIOI-2: menexokcuoO,
mapeKoKcuO u Jp.). AJNBTepHATUBHBIM MeHee O0e30MacHbIM 0O0JIey TONSFOIIM
CpPeICTBOM SIBJISIETCS Mapalietamodi/aiieTaMuHO(eH.

e Crnenyet u3beratb BHYTPUMBIIIEUHBIX UHBEKIIMH U MTyHKIIMU apTepUil.

e CremyeT TOOWPATh pETryIspHbIe 3aHATHS (QU3UISCKUMU  YIPaKHEHUSMHU,
CIIOCOOCTBYIOLIMMHU Pa3BUTHIO MYCKYJNATyphbl, 3alllUTe CYCTaBOB M YJIYYIICHHIO
¢usnveckoro cocrostuus  (Hampumep, JiedyeOHas TUMHACTHKA, I[UIaBaHUE,
TEPPEHKYD).

» [lanmmeHTs! JOMKHBI M30€TaTh CUTYyaIlui, CBI3aHHBIX C BHICOKUM PHCKOM TPaBM, B
TOM YHCJIe 3aHSTUSI KOHTAaKTHBIMHU BUIAMU €JUHOOOPCTB, UTP C TAKEIBIM MIUOM,

3aHATUM HAa CHOPTUBHBIX CHapsAax, u T.1.

2.2. Obugue npunyunvl NPOBEOCHUA 3AMECMUMENbHAA MEPANnUA KOHUEHMPamamu
¢axkmopoe ceepmoiganusn Kposu.
* B ocHoBe ieueHuss OOJIBHBIX HEOCIOXHEHHOW (OPMON TeMOPUINK JISKUT

cnenududeckas 3amecTuTeNbHas Tepanusi koHnentparamu FVIII (mpu T'A) wmm
FIX (npu I'B) (YpoBens nokazatensHoct | A).

e Ctporo pekoMeHIyeTcsi HMCIOJb30BaTh OUYMWIIEHHBIC, BUPYC-MHAKTHBHPOBAaHHBIE
npernaparsl, U3TOTOBICHHBIE M3 TOHOPCKOHM IIa3Mbl 4YelloBeKka (I1a3MaTudecKre)
WIA PEKOMOWHAHTHBIE KOHIICHTpAaThl (akTopoB cBepThiBaHUS  (YpOBEeHBb
nokazaTebHOCTH | A).

* lcnonb30BaHue HEOUYUIIEHHBIX IpernaparoB (CBexXe3aMOPOXKEHHOM IUIa3Mbl MU
KPHUOIPEUITUTATa) BO3MOXXHO B UCKITFOUUTENFHBIX CIy4asiX U He JTOJDKHO SBISTHCS
TIOCTOSTHHOM npakTukoii (Y poBeHb nokazatensHoctu |V B).

* B Hacrosmee BpemMs HET OCHOBaHWM ISl NMPEANIOYTEHUS TOW WA WHOW TPYNIIBI

KOHIIEHTPATOB ()aKTOPOB CBEPTHIBAHUS KPOBH: TUIa3MaTHYECKUX (comep Kalinux Wi
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He coaepxamux ¢Gakrop ButeOpannma) wiam pekoMOWHAHTHBIX (YpoBeHBb
nokasatenbHoct |l C).

ITockonpky wyacTas cMeHa TOpProBeIX HanmMmeHoBaHWil mnpenaparoB FVIII u FIX
MOXXET TPHUBECTH K TIOBBIIICHUIO PUCKA Pa3BUTHUS WHTHOUTOpA, IKelaTelbHO
co3JaTh yCIIOBUS AJIs MPUMEHEHHs MallMeHTOM OJHOr0 HaMMEHOBaHHWS B TEUEHUE
IUTATENILHOTO BpeMeHU (Ha MPOTsDKeHUM MHOTUX Jet). [Ipu sTom mpenmouyTeHue
oTJaeTcs TOMYy MpernapaTy, KOTOPbIi Jydlile BCero MepeHOCUTCs MAllueHTOM, UMeeT
ayuiive ¢papMakOKMHETHUYeCKHe MHANBUIYallbHbIE TToKa3aTeliu U Haubolee ynooeH
B HUCITIOJB30BaHUU, UCXOIsl M3 KOHKPETHBIX ycioBuil (YpPOBEHb HOKa3aTelbHOCTH
IV C).

KonueHnTpatsl (pakTopoB cBepTHIBaHMSI KPOBH BBOAATCSA BHYTpHBeHHO. Yaiie Bcero
UCTIONB3yeTCsl  OonocHass  MHQY3US €O  CKOPOCTBIO, PEKOMEHIOBaHHOMN
npousBoauTeneM. B peakux ciaydasx BO3MOXKHO TpPUMEHEHHE HelpepbIBHON

WHQY3UH IPU HATMYUK T000HOTO ombiTta (YpoBeHs pokasarensHoct 1V B).

2.3. Jleuenue kposomeuenuii (no mpebosanuio).
Bo Bcex ciywasx HeoOXoAMMO cpa3y MCIOJb30BaTh JOCTAaTOYHYIO J03Y U

coOro/1aTh KPaTHOCTh BBEJIEHUS Tperapara. Mcmoas30Banne HeaJleKBaTHO HU3KOH
7103bl ¥ HECOOJTIOIEHUE peXKUMa BBEICHHUSI PUBOIUT K CHIKCHUIO d(DPEKTUBHOCTH,
YXYAIIEHUIO COCTOSTHUS ¥ YBEJIMUCHHUIO pacxoia npenapara. HeanekBaTHO BbICOKast
71032 MOKET TIPUBECTH K Pa3BUTHIO TPOMOO30B U HEOIIPaBIaHHO TOBBIIIAET PACXO]]
npenapata (YpoBeHb qokazatensHoctd V C).

Pacder o361 KOHIIEHTPATOB (DAKTOPOB CBEPTHIBAHUSI KPOBU U MPOJOTKUTEIHBHOCTD
JIedeHHs] TIPOBOJIUTCS WCXOJS W3 IIEJIEBOI0 3HAYEHUS AaKTUBHOCTH JEPHUIIUTHOTO
¢dakTopa u Bua KpoBoTeueHus (rabnwuia 5).

Nwmeroruecss nHIUBHUIyabHBIe KOJieOaHUs (apMaKOKHHETHUYECKUX MapaMeTpoOB Y
Ka)KI0To naryeHTa TpeOyroT MIEPCOHUPUITUPOBAHHON OIICHKH
(dapMaKOKMHETHUECKOH KpuBOW. B ciiydae eciam y mamueHTa TakoW aHaw3
MPOBE/ICH, pacyeT JI03bl U KPATHOCTH BBEJICHUS JOJKEH TMPOBOIUTHCS C yUETOM

HUMCIOMNXCA NJaHHBIX OIIBITHBIM CIICIIHAJIMCTOM.
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Tabauua b.

Pexomenayempblii ypoBeHb pakTOpa U NPOAOKUTEIBLHOCTH
TepanuM NpH pa3iuYHbIX BUAAX KPOBOTeYeHHS

I'emodumus A I'emodunus B
Bun xpoBoTeuenus = "
JIOCTUTAEMBIH| JUTNTETFHOCTH — JOCTHTACMBIH JUTATENTEHOCTh
ypoBeHb (%) (M) ypoBeHb (%) (M)
['emaptpo3 40 - 60 1 — 2u Gonee 40 - 60 1 — 21 Gonee
MexMblIeyHble TeMaTOMBbl 40 - 60 2 — 31 607€e 40 - 60 2 — 31 6071€€
3abprommHHAas reMaToMa.
HayvaJbHas 80 — 100 3-5 80— 100 1-2
TTOJIePIKUBAFOITIAs 30-60 3 — 5u Ootee 30-60 3 — 5u Ootee
BuyTtpuuepennoe
KPOBOU3JIHSIHHUE!
HavalbHas 80 — 100 1-7 60 — 80 1-7
TOJ/IePKUBAFOITIAs 50 8-21 30 8-21
KpoBouznusiHue B 1m1eto u
ropJo:
HavaJIbHas 80 — 100 1-7 60 - 80 1-7
IO IJIEP>KUBAFOIIIAS 50 8-14 30 8-14
KKT xpoBoteuenue:
HavaTbHasI 80 - 100 1-6 60 — 80 1-6
MIO/IJIEP>KUBAOIIIAS 50 7-14 30 7-14
[loyeunoe kpoBoTEUEHUE 50 3-5 40 3-5
OnepaTtuBHOE JIEUEHUE!
npeonepanuoHHast 80 - 100 60 — 80
moceonepauonHas 80 — 150 3-5 80 — 140 3-5
60 — 80 4-6 50 - 80 4-6
40 - 60 7-14 30-50 7-14
KpoBoteuenune u3
CIIM3UCTBIX MOJIOCTH PTa!
HavaTbHast 80 - 100 1 60 — 80 1
HOJ/IePKUBAIOIIAsS 50 2 — 3u Gonee 30 2— 3u Gonee

* [lpu orcyTcTBUM JAaHHBIX 00 WHIWBHUIYATBHBIX OCOOCHHOCTSIX (DapMaKOKWHETUKH,
BO3MOYKHO MCIIOJIb30BaHUE yCPETHEHHBIX 3HAUCHUH, PUBEACHHBIX HUXKE. TIEPHO]]
nonyBbsiBefieHus FVIII cocraBnser okosno 8-124acoB, nepuon noiyBeiBeaeHus FIX
cOCTaBJIIET OKOJIO 24 9acoB.

ITpu BBenenun 1 ME/kr macchl Tena narnuenta aktuBHOCTh FVIII moBbimaercs, B
cpennem Ha 2% (y manueHTOB cTapiie roja) (Boccranopinenue aktusaoctr FVIII -
TecT BoccTaHoBleHus = 2), FIX —B cpemnem Ha 1% (rect BoccTaHoBIeHUS = 1).
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VY neteit mepBoro rojaa XXW3HMU CTeTieHb MoBbIMeHUs akTHBHOCTH FVIII MoxeT ObITh

menble — 1%.

Pacuem o0o3vr konyenmpama FV ons nayuenmos cmapuie 1 2ooa: Jloza (ME)

Macca Tena X (TpedyeMas akTUBHOCTh — 0a3alibHast akTUBHOCTH) X 0,5.

Pacuem oozwi konyenmpama FVII y oemeii nepeoco cooa scusnu. Jloza (ME)
Macca Tejia X (TpedyeMasi akTUBHOCTh — O0a3alibHast aKTHBHOCTD).

Pacuem o0oszer xonyenmpama FIX: Jloza (ME) = macca Tena x (tpebyemas
aKTUBHOCTH — 0a3aiibHasi aKTUBHOCTB).

Jl1st 5KCTPEeHHOTO KOHTPOJIS APGEKTUBHOCTH TEPANUU TOITYCTHMO HCIIOJIb30BaHHE
tecta AUTB wiu tpombosnactorpaduu (HeOOXOMMO MOJYYUTh HOPMAaTbHbIE WUITH
CyOHOpMalbHblE 3HA4YeHHs), OJHAKO, JaHHbIE O3TUX TECTOB HE IO3BOJISIOT
g epeHInpoBaTh 3HaueHus1 akTuBHOCTH BbItie 40% — 50%.

[Ipenapatr BBOAWTCS BHYTPUBEHHO, CKOPOCTh BBEICHWs HE JOJDKHA TIPEBBIIIATH
MoKa3aTellb, YKa3aHHBI B WHCTPYKIMH M0 MEIUIIMHCKOMY MPUMEHEHHUIO JTaHHOTO
npemapata (YpoBeHb foKa3aTeIbHOCTH V).

YuuteiBass BapuaOelbHOCTh (DapMAaKOKMHETHYECKMX I[OKa3zaTele y Kaxaoro
KOHKPETHOTO IMallieHTa, 3aMeCTUTENIbHAs Tepanusi TpeOyeT KIMHUYECKOro W, MPHU
HEOOXOIUMOCTH, JTabOpaTOpHOro KOHTpoJs. KIilMHWYecKni KOHTPOJIb OJIKEH
NIPOBOJIUTHCS TEMAaTOJIOTOM TpPH OOpallleHUH TMalUeHTa, POAUTENSIMH W CaMUM
MAIl[ieHTOM TIOCTOSIHHO. B OCHOBe KIIMHUYECKOrO KOHTPOJIS JICXKHUT OLEHKa
IVHAMHAKA TeMOPparnuecKux MpPOSBICHUH M €€ COIMOCTaBIIEHHWE C MPOBOAMMOMN
3aMeCTUTENbHON Tepanueld. JlabopaTOpHBIM KOHTPOIb BKIIIOUAST OTpeesieHre
AKTUBHOCTH JeQUIUTHOrO (akTopa B KPOBH, TECT BOCCTAHOBIICHUS, OIICHKY
(bapMaKkOKHHETHYECKOU KPUBOH (C pacyeToM meproa MoyBbIBEACHHU).

Jl1st olleHKH pe3yIbTaTUBHOCTHU MPOBEICHUS TEMOCTATHUECKOM Teparuy BO3MOKHO
MPOBE/ICHNEe MHTETPAIBHBIX TECTOB: TECT FeHepali TPoMOWHA, TPOMOOIMHAMUKA

B ITMHAMHN4YCCKOM Ha6J'II-O,Z[eHI/II/I.
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2.4. IIpoghunakmuueckoe neuenue.

* Tlpodunaktudeckas 3amecTHTenbHas Tepanusi koHueHtparamu FVII/FIX —
HEO0OXOMMOE YCIIOBHE COXpaHEHUS (PU3MUECKOTO U ICUXOJIOTHYECKOTO 30POBBS
MAlMEHTOB C TSDKENIOH U cpenHeTshKenon remoduueit. (Y poBeHb J0Ka3aTeIbHOCTH
[ A).

* llpodunaktuka 3akiarodaercs B CUCTEMaTHMYECKOM MPUMEHEHHU (aKTOpOB
CBEPTBIBAaHUSI KPOBU C LENbIO MPEJIOTBPALLEHUS] KPOBOTEUEHUN U PpPa3BUTHS
reMo(UINYeCKON apTPOIaTHH.

* Ilpodunaktuyeckass Tepamnusi, KOTopasi HauMHaeTcs A0 2 JIeT XU3HU WIH cpazy
nocje pas3BUTHsI IEpPBOro remapTpo3a HasbiBaeTcs nepBuUuHOM. IIpoBeneHue
MEPBUYHON MPOQPHUIAKTUKH MO3BOJISIET IPEIOTBPATUTE Pa3BUTHE TeMODUINUECKON
apTpOINAaTHH ¥ MHBAIMAN3ALUIO MareHToB (Y poBeHb qokazatenbHocTH | A).

* Ilpodunaktuyeckass Tepamnusi He YCTpaHseT Yy)Ke€ pa3BUBILIEECS IOBPEXKIECHUE
CycTaBa, HO YyMEHBIIAeT YacTOTy KpPOBOTCUEHHH © MOXET 3aMeJJIUTh
nporpeccupoBaHue 3a0o0JieBaHUs CYCTaBOB U YJYUYILIUTh KauecTBO IKU3HHU.
[TanpeHTaM ¢ 4YacTbIMU TOBTOPSIIOIIMMUCS KPOBOM3JIUSHUSIMU B CyCTaBbl
(0cOOEHHO B CYCTaBBI-MHILIECHH) MOYXHO IPOBOJAUTH GMOPUYHYIO NPOQUIAKIUKY
(YpoBenb nokazatenbHocTH Il A).

* [loka3zaHusMHU Uil MPOBEACHUS TMOCTOSHHON MPOQUIAKTHUYECKON 3aMeCTUTENbHON
Tepanmuu SBISIOTCS. Tspkenas Qopma remodwimm, cpemaHeTsDkenas (opma
reMoQUINM MPU  Pa3BUTUM XOTs OBl OAHOrO HBMIM30/a TIeMapTpo3a WU
BBIP@KEHHBIX TeMOpPparnyecKux MposiBICHUN Opyroi jgokanuzauuu. [lamuentam ¢
aKTUBHOCTBIO  ¢akTopa  Oomee 3%  mMOCTOSHHOE WM JJIUTENBHOE
npo¢puIaKkTHiIecKoe JiedeHre HeoOXOOUMO MpPHU MOBTOPHBIX KPOBOM3IMSIHUSX B
CyCTaBbl, TIOSIBIGHWM TPU3HAKOB CHHOBUUTA WM apTPOIATHH, BbIPAXKEHHBIX
reMOpparuyeckux MpOsIBICHUSAX, TPeOYIOIIMX 4YacThIX BBEJEHUI KOHLEHTPAaTOB
(aKkTOpOB CBEPTHIBAHUS.

e IlepBuunHas  mpodunakThka  sBIseTcs  Haubonee  AhdeKTHUBHOW 7S

MpeaoTBpalliCHUA IIOPAKCHUA OIIOPHO-ABUTATCIIBHOI'O aIlllapara. Pemenue o
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Havajie TMOCTOSHHOW TPO(UIaKTHUEeCKOW 3aMECTHTENIbHON Tepanud HeoOXOIUMO
MPUHUMATh C YYE€TOM COCTOSIHUS BeHO3HOTOo aoctyna. [Ipu HeobxoaumocT MOXKET
peraThest BOMpoc 00 yCTaHOBKE IEHTPAIBHOTO BEHO3HOTO KaTeTepa u T.1.
CymiecTByeT HECKOJIBKO PEKMMOB Ha3zHAadeHUs MpoQuiiakTuiyeckoil Tepamnuu. B
HacTosilllee BpeMsi Hauboliee YacTo NPUMEHSEMBIM DPEXUMOM MNPOGUIAKTUKU
seisieTcst nHpy3us npenapara FVIII B moze 20-40ME/kr 1 pa3 B 2 qus win 3 paza
B Hegemo nanueHTam ¢ I'A u FIX B no3e 25-40ME/kr 1 pa3 B 3 aus uiau 2 pasza B
Hegemo mnamueHtam c¢ ['B. Opnako, y geTeil paHHero Bo3pacTa MOTYT OBITh
CJIO)KHOCTH C BEHO3HBIM JIOCTYIIOM. B 3TOM cilydae MOXHO HaYWHATh C BBEIACHUS
0oJiee BBICOKUX 7103, Hanpumep, 50—70ME/kr 1 — 2paza B Hefiemto ISt allMeHTOB
c I'A u 1 pa3 B Henenmo ansa manuentoB ¢ ['B. B nanwHeiimem, mo mepe pocta
MalyeHTa W BO3MOXKHOTO YXYAIICHHS KIWHUYECKOTo (eHoTura 3a0oieBaHUs C
ydallleHheM BO3HHUKHOBEHHUS TeMOpparuuyeckoro CHHApPOMA 4YacToTa BBEIEHUS
JIOJKHA YBEITMIMBATHCS, a Pa30Bas 7032 CHIKATHCS J0 CPETHUX TepareBTUUECKUX
3HAYEHUU.

[Ipodunaktuueckoe BBeAeHUE TMpernapaTa Jydlle Ha3HayaThb YTPOM, YTOOBI
HanOOJBIINK yPOBEHb (DaKTOpa B KPOBU OBLI B ITEPHOJT HAUOOJIBINIEH aKTHBHOCTH.
[IpoTokon  mpoBeneHus  NPOPUIAKTHUECKONM  Tepanuu  JOJKEH  ObITh
WHIVBUyallbHBIM, HACKOJBKO 3TO BO3MOXXHO, B 3aBHCHMOCTH OT BO3pacTta,
BEHO3HOTO JIOCTYIa, (heHOTUTIa KPOBOTEUEHU, aKTUBHOCTH (DAKTOpa, COMMATbHOMN
AKTUBHOCTHU MallMeHTa U OCOOEHHOCTeH (papMaKOKUHETUYECKON KPHUBOH.
[IpoBoaumas  mpodwunakThyeckass  Tepanusi  JODKHAa  KOHTPOJHUPOBATHCS
KIMHUYeCKH U JabopatropHo. llpu xnunuueckom kowmpone, peuieHue o
HEZ0CTAaTOYHOW 3(PPEKTUBHOCTH NPOPHUIAKTUYECKON 3aMECTUTENbHON Tepanuu
NpPUHUMAETCS B clydasx: Ooyiee 2 3MU30J0B CIOHTAHHBIX T'eéMapTpPO30B B IO/,
MOSBJICHWE  TPU3HAKOB  XPOHWYECKOTO  CHHOBMWTA  WJIM  apTPOIATHH,
BO3HUKHOBEHHE  CIIOHTAHHBIX  TeMOpparuyeckux  MPOSIBIEHUNA  JIpYyrou
nokanm3anuu. Jlabopamopuolil  KOHMpOAb — 3aKIIOYaeTCss B OMpeJelieHUuN

OCTATOYHOM aKTUBHOCTH (akTopa Mepei CIeAYIONUM BBeleHUEM (I0JDKHA
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ObITh He HIKe 19%), KOHTpOJe HATIWYKMsI WHTHOWTOpA, U, IO BO3MOXHOCTH, B
npoBeeHNH (papMaKOKHHETHYECKOTO HCCIeI0BaHNS.

[TpyunnamMu HegocTaTOuHO S()(PEKTUBHONW 3aMECTUTEIHHOU MPO(UIAKTUIECKON
Tepanud MOTYT OBITh. pa3BUTHE HHTHOUTOpa (aKTopa CBEpPTHIBAHUS KpPOBH,
Ha3HaYeHHe HEIOCTATOYHOM 03Bl M (MJIM) KPAaTHOCTH BBEACHUS, HECOOIIO/ICHHE
peknuMa BBeJeHHsS U JO3UPOBOK MALMEHTOM W POIUTENSIMU, WHIWBUIYyaJbHBIC
0cOOEHHOCTH TaluenHTa, Tpedyrolre NpuMeHeHns: Ooyiee BBICOKHMX /103 MK Oolee
4acTOro BBeJIEHHs Mperapara.

Pemenne o TOBBIIEHWMH [JO3bI WM KpPaTHOCTH BBEACHMS TIperapaTta mpu
MpOo(UIAKTUIECKON Tepanuu JOHKHO OBITh MPUHSTO, €CITU UMEIOTCS KIMHUYECKHe
WIN J1abopaTopHble AaHHblE O ee Hed(PPEeKTUBHOCTH. YUUThIBasi, YTO OCHOBHAas
3a1aya Mpo(HUIAKTUIECKON 3aMeCTUTeIbHOW Tepanud — COXpaHeHHe KauecTBa
KM3HHU TAaIlMeHTa, Y TalMeHTOB C BBICOKUM YPOBHEM (HU3UYECKON aKTUBHOCTU
JOITyCTUMO TOBBIIIEHUE CTAaHAAPTHBIX /103 WU yBelWYeHHe KPaTHOCTH BBEICHUS
npemnapara.

[IpodunakTuyeckoe nedeHWe HEOOXOAMMO IPOBOAWUTH HA TMPOTSIKEHUU BCETO
nepuojia pocra mHamueHTa. Bo3MOXXHOCTH TepeBoja MalMeHTa Ha JICYSHHE «II0

TpeboBanmiO» mocie noctuxeHus 20 — 25met nzyvaercs.

2.5. Ocobennocmu npoeedenuﬂ 2emMocmamuy4eckou mepanuu 6 3asucumocmu om

JIOKaAJtu3zauuu KpoeomeieHus.

Temapmposwi u KpOBOUTUAHUS 8 MbILULLbL

KpoBomznusinust B CycTaBbl MPOSBISIOTCA IUCKOM(OpPTOM, 001IbI0, HapylleHHeM
byHKIUH, ¢mokTyanmeit. ['emaToMbl Tak xe, KaKk M TemMapTpo3bl,
COIPOBOXKIAIOTCS OOJIEBBIM CHHIPOMOM, HapylleHHeM (QyHKIUN KOHEUYHOCTH.
KpoBomznusinust Hanbosnee omacHbl B y4acTKaX, IJIe OHM MOTYT HaHeCTH YIepO

HEPBHO-COCYAMCTOM crcTeMe (TIOIB3IOIIHAS, UKPOHOXKHAS U JP. MBIIIIIBI).
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3aMecTUTENbHYIO Tepalnrio HeoOXOOUMO HayMHATh KaK MOXHO ObICTpee, Koraa
NaIeHT OIIMYyTHJI BO3HUKHOBEHHE TIePBBIX CYyOBEKTHBHBIX CHMIITOMOB. OOIb,
YyBCTBO pacIlipaHusi, TUCKOMQPOPT, orpaHuveHne QyHKIUH.

[Ipn pasBuTUM BBIpaKEHHOTO OOJIEBOTO CHHIPOMa BO3MOXXHO TPOBEACHHE
KpaTKOBPEMEHHON WMMOOMIIM3allii, KOTOpas JOJDKHA CHHMAThCS Cpasdy Tocie
IpeKparleHus OoJe.

IIpu 6oneBOM CUHApPOME MOKA3aHO KCIIOJNb30BAaHWE MECTHOM runotepmMuu Ha 15 —
20 MuHYT Kaxbie 4 — 64acoB TOJBKO B TEUCHHE MIEPBBIX CYTOK.
Peabunuranonnsie meponpusatus u JIOK 1enecoobpa3Ho HayuwHATH IOCIE
mpekpaieHusi OONeBOr0 CHHAPOMA, YUHUTHIBas JIOKANbHBIA CTaTyCc MecTa
TIOBPEXKICHUSI.

Ecnu manpeHT He mMOdydaeT IMOCTOSHHOE NPOQHIAKTHYECKOe JIeUeHHUe, IOCIe
KyIUpOBaHUs KPOBOTEUEHMS I[IOKa3aHa KpaTKOBpPEMEHHas MNpoduIaKTHKa,
0COOEHHO Ha BpeMs peaOuIUTalIHH.

[TyHKkMu cycTaBa C achupamueid COIepKUMOTo TOKa3aHbl TPU: TeMapTpo3e ¢
00JIeBBIM CHHIPOMOM, TP HAIMYHH OOJBIIOT0 00beMa KpPOBU B MOJIOCTU CyCTaBa,
Ipu TpHU3HAKax pa3BUTHUS THOWHOTO apTpuTa, pa3BUTUM Ha (oHe reMapTposa

HEPBHO-MBIIIEYHBIX HApyIeHuH (ypoBeHb nokazareiabHocTu |l B).

Kpoeousznuanus ¢ IIHC

3aMeCcTUTENIbHYIO Tepanuio HeoOXOIMMO HadyWHATh TIPU TOJO3PCHHH Ha
kpoBomznusinue B [IHC, no mpoBeneHust IMarHOCTUKHU.

JlroGast yepenmHo-Mo3roBasi TpaBMa y MaIlMEHTOB C reModrineil MOXeT BECTH K
Pa3BUTHUIO BHYTPUYEPEITHOTO KPOBOUBIUSAHUSA. TpaBMa CHMHBI MOXXET MPUBECTH K
KPOBOMBJIMSIHUIO B CIIMHHOMO3TOBOM  KaHal. BoO3MOXHBI  CHOHTaHHbIE
kpoBouznusiHus B [ITHC.

[lpu3nakaMyu BHYTPpHUUEPEITHOTO KPOBOMBIUSHUS MOTYT OBITh. COXPaHSIOIIAsACS W
HapacTaolass rojioBHasi 00Jib, COHJIMBOCTh, HEMOTHUBHpPOBaHHOE OECMOKONHCTBO
WJIA 3aTOPMOXKEHHOCTh, ITOBTOPHAsI PBOTA WJIM CPBITMBAHUE, APYras odyaroBas WIH

06]].1215[ HEBPOJIOTHUYICCKaA CUMIITOMATHKa.
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VY neteil mepBBIX MECALIEB JKU3HU BO3MOXHBI KPOBOMBIIHMSHUS C MUHUMAJIbHBIMU
CUMIITOMaMH WX O€CCUMIITOMHBIE.

Haxe muHuManbHble KpoBomsnusiHug B L{HC sBISIOTCS KM3HEYTPOKAIOLIUMU.
TpeOyroT 3KCTpEHHON roCUTaAIN3alUd, UHTEHCUBHON 3aMeCTUTENIbHOM Tepanuu 1
HesaMmemmTesnpHoro nposeaeHus KT ninu MPT ronosroro mo3sra.

Pemienne Bompoca 00 XUpPYypruyeckoM JIEUeHWU MAlMeHTOB C BHYTPUYEPETTHBIMU
KPOBOMBJIMSIHUSIMA ~TIPUHUMAETCS C Y4YE€TOM JIOCTYNIHOCTHM HPEnaparoB s
IIPOBEICHUSL 3aMECTUTENIbHON Tepanuu. [Ipu HanMyumu 10CTAaTOYHOrO KOJWYECTBA
npernaparoB IOKa3aHWs K OMNepaTHUBHOMY JIeUeHHIO JeTed ¢ remModuineil u
BHYTPUYEPENHBIM KPOBOMBJIMSHUEM TaKHE K€, KaK y JIOAEd C HOpPMaJbHbIM
remMocrazoM. PerieHne Bompoca O IPOBENEHUWM WHBA3UBHOIO BMELIATENILCTBA Y
B3pOCJIbIX MalMeHToB ¢ KpoBouznusHueM B [[HC npunumaercs kosieruaibHO C
y4eTOM MMeIoIIeicsi KOMOPOUIHOW MaTONIOTUH.

ITocne kpoBomsnusiHus B [IHC pekomeHZOBaHO NpOBeAEHUE BTOPUYHOM
npo¢wmiaktnyeckoi Tepanuu (3-6 mecsieB), 0COOEHHO MPH HAIWYHUA BBICOKOTO

puckam peruausa (YpoBeHs nokaszareiabHocta |l B).

KDOGOWZQ'{eHZ/{}Z U3 JHCeIYOOYHO-KUUEYHO20 MPAKmMA ()KKT-KDO@OWZ@H@HM}Z)

TpeOyroT He3aMeTUTENHFHOTO Haualla 3aMeCTUTENIbHON Tepanuu (pakTopoM.
Octpeie XKKT- kpoBOTeUeHUS] MOTYT MPOSIBIATHCS B BUAE KPOBAaBOM PBOTHI, PBOTHI
Ko(eiHOM TyIei, pBOTHI C IPOKUIKAMU KPOBU, KPOBSHUCTOTO CTYJIa UJITH MEJICHBI.
XapakTepHa pe3kas cinabocTh, ydallleHHe MyJsbca, najgeHue AJl, cyxocTs BO pTY,
0JIeTHOCTH KOKHBIX TTOKPOBOB.

Bosnukarot, kak npasuiio, Ha (oHe comyTcTByromiei natonoruu JKKT: s3Bennas
00Je3Hb, 3pO3UH, TTOJIUIIBI, BOCTIATUTENIbHBIE 32a00IeBaHUs KUIIIEUHUKA U Ap. Takue
KPOBOTEUEHHUS  SABJIAIOTCS  JKU3HEYTPOXKAIOIMIMMU U TpeOylOT  3IKCTPEHHOM
FOCIUTAIIA3ALMNA, HEMEIJIEHHOrO IIPOBEICHUsS aJeKBAaTHOM 3aMECTUTEIIbHOMN

TCparunu.
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* HeoOxomuma cpodHas AMArHOCTHKA HWCTOYHWKA KPOBOTEUEHHWsS. TacCTPOCKOIIUS,
KOJIOHOCKOMUsA, Y3 uccienoBaHue, peHTreHosiorudeckoe uccinenoranue KKT c
OGapueM.

* [lomMmuMo 3aMecTUTENHHOM  Tepamuu, T[OKa3aHa Tepanus HWHTHOUTOpaMU
¢ubprHONIM3a W JIeYeHHWE MECTHOrO Ipolecca, MPHUBEAIIETO0 K pPa3BUTHIO
KPOBOTEUYCHHSI.

* CrnenmyeT peryisipHO KOHTPOJHMPOBATH MOKa3aTelu OOIIero aHalu3a KpOBU H, IO

MEpe HCO6XOI[PIMOCTI/I, IMPOBOJUTSL JICHCHNEC aHCMHHU.

Iloueunvie kposomeuerus

* TloMuMO 3aMeCTUTENBHON TepariK MOKa3aHO COOJIOICHNE MTOCTEBHOTO PeXUMa 1
nposegenue ruaparanun (3 1/M°) nepsble 48 4acos.

* Tloka3zaHo MpUMeHEHHUE MPeTHU30IOHA.

* [IpoTmBomOKa3aHO MpUMEHEHNE HHTHOUTOPOB (prOpHUHOIM3A.

e [lamueHThl, y KOTOPBHIX pa3BUJIOCh IOYEUHOE KpPOBOTEYEHHUE, JOJDKHBI OBITh
MPOKOHCYJIBTUPOBAHBI YPOJIOTOM M MTPOUTH yPOJIOTHYECKOE 00CIeTI0BaHMe.

o IlpuumHBI TPaH3UTOPHOM reMaTypuu y OOJNBHBIX TeMO(HIHEH OKOHYATENHHO HE

yCcTaHOBIJEHbI. | [porHo3, kak npaBuiio, 0J1aronpusiTHBIN.

2.6. Conymcmeywouwiaa zemMocmamuiecKas mepanus.

o Jlecmonpeccun (DDAVP). TlpuMeHeHHWe aecMOIIpecCHHa MOXKET IOJHUMATh
aktuBHOCTh FVIII y manmenToB ¢ nerkoit ['A. PekoMeH10BaHO BHYTPUBEHHOE WU
MOJIKO’)KHOE BBeleHHe B pa3oBoil go3e 0,3 mkr/kr. Bo3moxHO HCMOJIb30BaHUE
CHeIMaIbHOTO Ha3aJbHOro chpes. Pa3zoBas gno3a - 300 wmkr. (YpoBeHb
nokazarenbHocTH |l B). Cnenyet nzberats npuMeHeHHs JeCMOTPECCHHA Y AeTei
1o 4 net u y nanmuentoB crapire 60 jer. Ilpemapar BBoAHMTCS OZHOKpPATHO, MPHU
MOBTOPHOM BBEJEHUH Yepe3 KOPOTKUN MPOMEKYTOK BPEMEHU BO3MOXKHO Pa3BUTHE
taxuduiakcuu. Mmeercs: Gomnblias UHIWMBHUIyalbHas BapuadeNbHOCTh OTBETa Ha
BeegeHne DDAVP, mnostomy, mepen ero Ha3HaueHUeM, ISl  OLIGHKHU
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WHANBUAYAIbHONH peakid, HEeOOXOAWMO BBIMOJHUTh TECT BOCCTAHOBICHUS
(ananu3 aktuBHOocTH FVIII 1m0 u yepes 1 yac mocse BBeneHHUsT TepaneBTUYECKOM
no361 DDAVP). [InutensHocTs Tepanuu DDAVP y neteii He noiKHA MpeBBIIATH
1 — 2 queii.

Hneubumopor ¢pubpunonuza. Vicnonp3yroTcss Kak JOMOJTHEHHUE K CIelUpUIecKoi
3aMecTUTeNbHON Tepanuu. Hambosee 3¢ dekTHBHBI MpU KPOBOTEUEHUSX M3 paH
CIIM3UCTBIX 000JI04eK. MOTryT UCIIOJIB30BAThCS ISl JIEUSHUsI KPOBOTEUEHUN JIPYTUX
JoKanu3aui. 3amnpemieHo UCIoab30BaT MPU MOYEYHBIX KPOBOTEUCHUSIX.

Mecmuvie cemocmamuyeckue npenapamei. [lpu TpoBeJeHNHM OMNEPaTUBHBIX
BMeIIATeNbCTB, 0COOGHHO Ha MapeHXMMAaTO3HBIX OpraHax, MpPU dKCTpakuuu 3y0oB,
JIeYeHUH paH IOKa3aHO MCIOJIb30BaHME MECTHBIX I'eéMOCTAaTUYECKUX Ipernaparos.
OTu mpemapaThl NPUMEHSIOTCS COBMECTHO C 3aMECTHUTENbHOW Tepamued u

pU3BaHbl ONTUMU3UPOBATH MECTHBIM reMocTaTHuecKuil 3 heKT.

I'nasa 3. JleueHne HHruOUTOPHOI reMopuaIuu

3.1. Juaznocmuka nanuvua unzubumopa.

O01as nHGopManus

[TosiBnenne wHruoutopa Kk ¢akropy VII/IX cuuraercs caMbiM —TSOHKEIBIM
OCJIO)KHEHUEM, CBSI3aHHBIM ¢ JedeHueM remodunuu. WMuarubutopsr — asmio-
antutena (IgG), koTopeie HeWTpanu3yrOT SK30reHHbIe hakTopsl VIII/IX.
[TosiBieHre MHTHOWTOpa B OCHOBHOM TMPOSIBISIETCS OTCYTCTBHEM KIMHHUYECKOTO
OTBETa Ha CTAHJAPTHYIO TEpaInuio KOHIEHTpaTamu (aKTOpOB CBEPTHIBAHUS WIIH
MOSIBJIEHUEM KPOBOTEUCHUM Ha MPOPUITAKTUIECKON Teparnuu.

Haubonee yacTto MHrHOMTOPHI TOSBIAIOTCS y MAaLKMEHTOB C TsDKeNo (opmoit
remopuann (1o 20-30% manveHToB ¢ TsKenoi remodunmerr A u g0 3-5%
NAIMEHTOB ¢ TsDKeo Qopmoii remodunuun B). Hambonee dacto HHruOGUTOp
pa3BuBaetcs B mnepBbie S0 mHeit BBeneHwus (/IB) daktopa m mocie MHTEHCUBHON
Tepanuu Npyu XUPYyPruueckoM BMelIaTelIbCTBe.

27



[Tpu TspKenoOl reMo(UINK MOSIBICHWE WHTHOWTOpa HE BIUSET HA KOJIUYECTBO U
JOoKaNIu3aluoo KpoBoTeueHuil. Ho, MOCKONbKY NpH TOSBICHUHM HHTUOUTOPOB
3aMecTUTeNIbHas Tepanusi pakTopaMu CTAaHOBUTCS HeI(PPEKTUBHOM, PUCK TAKEIBIX
OCJIO)KHEHUH U J1a’ke CMEPTH OT KPOBOTEUEHHUSI Y ITUX OOJIbHBIX BBILLIE.

[Ipu ymepeHHOW WM JerKOH TeMO(DHUIMK WHTHOUTOP MOXKET HEeWTpalin30BaTh

suporenuslt FVIII, Ttem campiM mpeoOpasys ¢deHOTHN TalnudeHTa B TIXKEIYIO

dopmy.

JlarHocTvka MHTMOUTOpAa

[ToaTBepkIeHre HAIWYWs WHTHOUTOpA W OMpeelieHue ero TUTPa BBITIONHSETCS B
KOaryJIOJIOTHYeCKOW J1abopaTopwul, TPEANOYTUTEIFHO HWCIOJNb30BaHUE  MeToja
bere3zna B Momubukanun Humerena, equHuIbl u3Mepenus: — bete3na eaununa/min
(BE) (Yposenn gokazatenbHoctr | B). Jlng Bepubukanuu HHruOMUTOpA
HEeOoOXOJMMO ero TMOBTOPHOE olpejaelieHne ¢ WHTepBajoMm B 1 Hememto. /lmarnos
WHTHOUTOPHOM reMO(HITNHN yCTaHABIMBAeTCs MpH TUTpe nHruounropa >0,6 bE.

VY neteit oreHKa HaTWYUS WHTHOWTOpa JOJKHA TPOBOIUTHCS KaXKIble D IHEH
nepseie 20 JIB, kaxnpie 10 queit ¢ 21 no 50 /IB, 3arem He meHee 2 pa3 B TOJ 10
150 JIB. VY mamuentoB ¢ Gonee yem 150 J[B mpemapara oreHka Hamd4us
WHTHOWTOpa JTOJKHA MPOBOAWTHCS 1 pa3 B TOA W IOTIOJHUTEIHHO B CIIEIYIOIINX
CUTyalusx: Hed((EeKTUBHOCTh 3aMECTHTENbHONW Tepanuu (akTopamMu MpH
BBEJICHUW  aJIeKBaTHBIX [103, TIOSBJICHWE WJIM  yBeIMYEHHE  KOJIMYeCTBa
KPOBOTEUCHHWIA Ha MPOPWIAKTHYECKON Tepanuy, OTCYTCTBHE aJeKBaTHOTO
MOBBIIIEHUS] YpOBHS (hakTopa B KpOBH IMocie BBeneHHs mnpenapara (YpoBeHb
nokaszatenbpHOCTH Il A).

Bcem mamueHTaM auarHocTHKa WHTHOWTOpa TakXe JJOKHA TIPOBOIUTHCS B
CIIeIYIOIIUX CUTYaIHSIX:

- pu cMmeHe npenapata (depe3 10-20/IB u uepes 6 mecsieB Tepamnun);

- TIepe]l XUPYPrudecKuMU BMEIIaTelIbcTBAMH U TIOCJe OIepaIiiy MPU OTCYTCTBHUH
aJICKBATHOTO TOBBIIIEHUST YPOBHS (paKkTOopa B KPOBH ITOCIIC BBEJICHUS Tpernapara;

- yepe3 4 HesleNW TIOcie OKOHYAHMSI POBEJIEHUSI MHTEHCUBHOW Te€panuu.
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Krnaccugukanns nHruOUTOpPOB:

- TuTp uHrHOUTOpa < SBE - HHrHOUTOP B HU3KOM TUTpe (HU3KOpEearupyroLIHii)

- TUTp uHTHOUTOpa > 5 BE - HHrMOUTOP B BRICOKOM TUTPE (BBICOKOpEATUPYOIIHii)
NHrnOuTopsl B HU3KOM THTPE MOTYT OBITh TPaH3UTOPHBIMU M UCUE3aTh B TEUCHHE
6 mecsueB. IHTMOUTOPHI B BBICOKOM TUTPE OOBIYHO HOCSIT MOCTOSIHHBIN XapakTep.
[Ipy npaUTENnbHOM OTCYTCTBUM 3aMECTUTEIBHOW Tepamuu HUX THUTP MOXKET
CHU3UTHCS, HO TIPY BO3OOHOBIIEHWU TEPAallMM MOKET Pa3BUTHCS aHAMHECTHYecKast
peakius yepes 3-5 nHeil.

[Tpu ouenr HuzkoM THTpe (< 0,6 BE) MHrHOUTOp MOXET HE BBIABIATHCS TPU
uccieqoBaHuK MeTooM bere3na, HO MOXeT 00yclaBIMBaTh YKOpOUeHHE Meproaa
NIOJTyBBIBEJIEHUS] U BOCCTAHOBJIEHUS (haKkTopa.

OcobGennoctu teuenus: naruouropuoit I'B. o 50% nanueHTOoB ¢ MHTHOUTOPHOMA
['B MoryT umeTh TspKemble ajulepruueckrie peakiyud, B TOM 4Yucie aHapUIaKCcHIo,
npu npuMeHeHun FIX. Takue peakunum yacTo OBIBAIOT MEPBBIM CUMITOMOM

pa3BUTHSI UHTHOUTOPA.

3.2. J/Ieuenue no mpebdoeanuio u RPOPUIAKMUKA RPU HATUYUU UHZUOUMODA.

BriGop mpenapara st JiedeHus AOJKEH OCHOBBIBATHCS Ha TUTPE MHTHOUTOPA,
KJIMHUYEeCKOM OTBeTe Ha Tepamuio W XapakTepe KpoBoTeueHUs (YpOBEHb
nokaszatenbHocTH 1V B).

Y nmnauMeHTOB ¢ HU3KUM THUTPOM MHTHOUTOpa KpOBOTEUEHHE MOXKET OBbITh
Ky[IApOBaHO BBeJIeHWEM KOHIIeHTpaTta (akTtopa B J03aX, MPEBOCXOISIINX
crangapTHele B 3 pasza (YpoBensb pokazarensHoctu |l B). Ilpu orcyrcrBum
s dexra HE0OXO0AMMO MPUMEHEHHE TTPenapaToB IIYHTUPYIOUIETO AeiCTBUS.
Jledenne KpoBOTeUeHWH y MAllUEHTOB C BBICOKMM THUTPOM MHTUOUTOpPA JTOJDKHO
MPOBOJUTHCA TOJIBKO TMpernaparamMu ILIyHTUpYIoLlero nedcTBus. B Hacrosiiee
BpeMsl CYIIECTBYIOT 2 TpYMIbl IIYHTHUPYIOUIUX MpernapaToB. aHTUMHTUOUTOPHBIM
koarynssHTHbIH kKomiuteke (AMKK) u akTMBHpOBaHHBIN peKOMOWHAHTHBINA (hakTop
VIl (snrakor anbda). JloctoBepHOU pa3HHIBI 3()(HEKTUBHOCTH, OE30MaCHOCTH U
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CTOWIMOCTH JICUCHUS ITUMHU TpernapaTaMu He ToirydeHo. OTHaKo UMEIOTCS JaHHBIe
00 MHAMBHUIYAbHBIX OCOOCHHOCTSX OTBEeTa MAaIlMeHTa Ha KaXIbli U3 MpernapaTos,
YTO HeOOXOJIMMO YYUTBIBATh MPHU BbIOOpe mpemnapara (YpoBeHb MOKa3aTeIbHOCTH
Il A).

JlosupoBaHHWe TMpenapaTroB C I[IYHTUPYIOIIUM MEXaHU3MOM JCHCTBHS IS
KyIAPOBaHUS KPOBOTCUCHHSI

- AUKK mnasznHauaetrcs B no3e 50 — 100Ex/kr kaxasie 12 yacos. MakcuMaipHas
cyrounas jo3a 200En/kr

- anTakor ainb¢a (aKTUBUPOBaHHKIN) Ha3zHadaeTcs B 03¢ 90 — 12QMKr/Kr KaxIble
2 — 449aca 10 OCTaHOBKH KpOBOTEUCHHs. BO3MOXXHO OJIHOKpAaTHOE BBEICHHE B
CyTKH B J103¢ 270MKr/KT.

Bo3moxHO TmpoBeneHHE TPOPUIAKTHUSCKOH Tepanmuu Tpu  remModuiny,
OCIIO’)KHEHHOW MHTUOUTOPOM.

JnutenbHas mnpodunaktuyeckas Tepanus mnposoautcs AWKK B crenyromem
pexxume (YposeHs nokazatenbHocty |l B):

- B go3e 50 — 100 Exp/kr xaxzasle 12 4YacoB Npu MPOBEAEHHH WHAYKIIHN
UMMyHoJIorHdeckoid TojiepanTHocTH (MUT), mo CHXeHWS THTpa WHTHOUTOpa
MmeHee 2 BE;

- Bae MNUT B no3e 50 — 100En/kr 3 pa3a B HeAEIIO WK Yepe3 JIeHb.
Kpatkocpounyto (B TeueHue 3-X MecsIeB) MPOPHIAKTHYECKYIO TEPAIUI0 MOMXHO
npoBoANTh anTakorom anba B pexxume 90 mir/kr 1 pas B geHb (YpoBeHb

nokaszatenbHocTH |1 B).

3.3. HHoyKuusa uMMyHo102U4eCKOil moJ1epanmuocmu.

Y manueHToB ¢ MHTUOUTOpHOU Qopmoii ['A snuMuHaLKS UHTUOUTOPA BO3MOYKHA
npu npoBenenuun MUT (Yposenb nokaszarenpHocTr | B). OnTumanbHbBle CpPOKH
Hayana MUT — cpasy mnocne BbisiBieHuss uHruoOuropa. DddexktnBHocTs MAT
3HAYUTENbHO TIOBBIIIAETCS, €CIM B Hayale Tepanud TUTP HWHrHOUTOpa He

npesbiiiaeT 10 BE. B ciaywae eciaum TUTp Bblllle YKa3aHHOTO 3HAYEHWS,
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pexomenayetcs npekpatutb nHpy3un FVIII 1 xorTponupoBats TUTp MHTHOUTOPA
10 MoMeHTa ero cHumxenus (Yposenb nokazatenbHocTd |l C). Tem He MmeHee,
COXpaHeHWEe BBICOKOTO THUTpa WHTHOWTOpA HE SBISETCS IPOTHBOIIOKAa3aHUEM K
NUT. Ilpu nposeaennn MUT HemomycTUMO MEHSTh Mpernapar KOHIEHTpaTa
FVIII,  mockoibKy 3TO 3HAYWUTENbHO yXyJlIaeT MporHo3 Ttepanuu. [lepen
nposenennemM MUT Heobxoanmo yOeauThCsl B HATMUKUU JOCTATOYHOTO KOJIUYECTBO
npenapara KoHIleHTpaTa (akTopa.

Jlo cux mop HeT onTrMaibHOTO pexknma MNT (mo3upoBanue u BEIOOp KOHIIEHTpATA
¢dakropa). IS MalMEeHTOB C BBICOKOPEATHPYIOIIMM HHTHOMTOPOM, HE3aBHCHUMO
oT TuTpa wuHruOuropa Ha MomeHT Hauajga MUWT, pekomennoBana HavaibHas
cxema 100 — 150 ME/kr FVIII xaxageie 12 wacos. Jlng mamweHTOB C
HU3KOpearupyoinmM HHruouTopoM pekomeHaoBano HaunHate MUT mo cxeme 50 —
100ME/kr FVIII exenHeBHO WM KaXK bl BTOPOii I€Hb.

CHmwxeHre 036l M KpPaTHOCTH BBEJEHHUs IpernapaTta HayWMHAETCA IOCe
JTOCTYDKeHMsS CIIeMYIONIUX ToKaszarenei: Tutp wuHruomtopa - menee 0,6 BE,
HOpMaJTU3alisi TecTa BocCTaHOBIeHus (0ojiee 7 4acoB) U HOpMaIM3alUs MIeprUoIa
noJstyBbiBeJieHUs1. CHUKEHUE 103kl IIpernapara NpOBOAUTCS MOCTENEHHO MO CXEMe C
MOCTOSTHHBIM J1Ta0opaTopHbIM KoHTposeM. Ilocine moctmwxenus mo3el B 30 — 50
ME/kr 1 pa3 B 2 qHsI HEOOXOAUMO TMPOJOJDKUTH TEPAIHMIO B PEXXMME BTOPHUYHOMN
MpOQIIAKTUKA HA TAHHOH J03€ OCTOSTHHO. OTMeHa MPOPUITAKTUIECKOTO JICHCHHUSI
4acTO MPUBOJUT K peluaAuBy MHruOuUTopa. MakcumaneHas anutenbHocth MAT 3
roja.

[Tpu mpoenernn MUT HeoObxoammo n30erath JIFOOBIX BO3/IEHCTBHM U TIpenapaTos,
CTUMYJIUPYIOIIMX UMMYHHBIE peaklyd, B TOM YHWCJe BaKIWHALWU, MPUMEHEHUS
npernapaTroB HHTEpGEpOHa U JPYTUX BUIOB UMMYHOTEPATIHH.

Jns kynupoBaHusl reMopparudeckoro cuaapoma Bo Bpems MUT npumensrorcs
npenapartbl ¢ myHTUpyomuM MmexaHusmoM neiictBusi: AWMKK u snrakor anbda

(akTHBHpPOBAHHBIN).
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[Ipyu oTCcyTCTBUM TEHIEHIIMM K CHIDKEHWIO WHTHOWTOpa B TeUeHWU 6 MecsIes,
pekoMeHnnoBaHo mpekpatuth WWT wu nepeBecTn mnaunuMeHTa Ha Tepanuio
HIYHTUPYIOIIMMHU TpernapatamMu. Bo3moxkHo mnoBTOpHOe mnpoBenenue WMUT c
UCIIOJIB30BaHUEM JIPYTOro npemnapara.

OneiT npoegenuss MUT y nanuentoB ¢ uHrubutopHodt I'B orpanuueH. Ito

00yCJIOBIIEHO OY€Hb HU3KOM 3(P(HEKTUBHOCTHIO U AIIEPTUUECKUMU PEeaKIUSIMHU.

I'naBa 4. Oproneauyeckue OCJA0KHEHUSI TeMO(UIUMN.

4.1. Xponuueckuii cunoeuum.

XPpOHMYECKUH CHHOBUMT pPa3BUBAETCs IIOCJIE€ TOBTOPHBIX TIemapTpo3oB. Kak
MpaBUJIO, SIBISIETCS CJIEACTBUEM OTCYTCTBHS WJIM HEJOCTATOYHOU 3(P(HEeKTUBHOCTH
3aMEeCTUTENIbHOW Teparui.

IlposiBieHUst - JUIMTEIBHO COXPAHSIOLIEECS IIOBBIMICHWE TeMIEepaTypbl Hal
MOpPa)KeHHBIM CYCTaBOM, yBeJIWdeHHe oObeMa MATKMX TKaHed o0acTh cycTaBa,
peLUINBUPYIOLIME KPOBOU3IHUSAHUS, OTPaHUYEHUE MTOABUKHOCTH.

JlnarHocTuka BKIJIIOYAET BBISIBIEHWE KIMHUYECKUX Mpu3HakoB, Y3W cycTaBoB
u/vn MPT.

Tepanus NpoOBOAUTHCS COBMECTHO C OpTONEAaMH, UMEIOLUIMMHU OIBIT JIEUCHUS
OOJBHBIX TeMOQUITHEH.

Ilpu pa3BUTMM XPOHUYECKOTO CUMHOBUUTA OCHOBHOM TAaKTHUKOW Tepamnuu SIBISIETCA
MpoBeieHHe MNPOPUIAKTHUYECKON 3aMECTUTENbHOM Tepaluud KOHLEHTPaTOM
dakTopa B peXrMe, KOTOPBIH TO3BOJMT MPEIOTBPATUTH Pa3BUTHE CIIOHTAHHBIX
reMapTpo3oB. Takxke BaXHbIM MOMEHTOM SIBJISIETCS BBINIOJHEHUE €)KEeIHEBHBIX
ynpaxknenuit (JIOK), nHampaBieHHbIX Ha YKpEIUIEHHWE MBI U MOJIJepKaHue

NMOABUKHOCTH CyCTaBa.
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IIpy coxpaHeHWM MPU3HAKOB BOCTAJICHMS T[IOKa3aHa Tepanus HEeCTePOUTHBIMU
IIPOTUBOBOCHIATUTENbHBIME TpernapaTamu  (uHruoutopamu COX-2) (YpoBeHb
nokaszarenbHocTH 1 B).

[Ipu H©HemoctaTouHOM S(OPEKTUBHOCTH 3aMECTUTEIHHON Tepamuu BO3MOXKHO
npoBeJieHWe  Kypca  IYyHKIMHA  cycTaBa C  BBEJCHHEM  CTEPOUTHBIX
POTHBOBOCIIAJIMTEIbHBIX TMpernapaToB (Ha MEepBOM JTane), najnee, BapHaHTAMH
BBIOOpa SIBIISIOTCS XUMHYECKas WM SHIOCKOMUYEeCKass CUHOBEKTOMMS, a MPU UX

HEJI0CTaTOYHOU 3(PPEKTUBHOCTH — XUPYpPruvecKkas KOppeKIusi.

4.2. Xponuueckasa zemogpunuueckana apmponamusi.
Bo3Hukaer BciieicTBHE MPOTPECCUPYIONIET0 TEUEHHS] XPOHUYECKOTO CHHOBUUTA U
PEeLMIMBUPYIOMINX KPOBOM3IMSIHUMA B CycTaBbl. [IposIBIsSIETCS OCTEOMOPO30OM,
HapylleHUeM CTPYKTYpbl, ICTOHYEHUEM M TOTepell CycTaBHOrO Xpsiia, 00JeBbIM
CHUHIPOMOM, KOHTPAaKTypaMu, MbIIIeUHOHN aTpodueii, fedopmarlieii cycrana.
Tepanuss mMPOBOIWTCS COBMECTHO C OpTOMeNaMH, HWMEIOIIUMHU OIBIT JICUSHHUS
OOJIBHBIX TeMODUITHCH.
B ocHoBe mnpoduiakTUKK pa3BUTHS XPOHUYECKOW apTpomaThuu — aJeKBaTHas
MOCTOSTHHAsT TMpodunakTuyeckass 3aMmecTuTelbHass Tepanus. CBoeBpeMeHHOe
JedYeHre CHHOBHHMTA TakXke HeoOXOIMMO Ui TPeJOTBpPAIlEHUS Pa3BUTHUS
apTponaTHhHu.
JlnarHocTrka apTporaTiy OCHOBaHA Ha BBISBJICHUH KJIMHUYECKHUX MPU3HAKOB U HA
pe3yabpTarax MpoBeJIeHHbIX HHCTpYMeHTalbHbIX uccieaoBanuii: Y3U, KT, MPT.
[lenpto JedeHWs yxe pa3BUBIICHCS XPOHUYECKOW apTpomaTHH  SIBISIETCS
yaydiieHue GyHKIIMOHUPOBAHUS CycTaBa U yMEHbIIIeHHe O0JIeBOro CHHAPOMA.
Jlyiss 6opeOBI ¢ 0OJIEBBIM CHHAPOMOM ONTHUMAIBHO HCIOJB30BaTh WHTHOUTOPHI
COX-2 (Yposenb nokazatenbuocts |l B).
Jlns BoccTaHOBNIEeHUS (QYHKIIMU CyCcTaBa, COCTOSTHUS MBI PoBoAAT Kypcbl JIOK

u pusnorepanuu. B psge ciydaeB 3peKTHBHO MCIONBb30BaHUE TpeHakepoB. Ha
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HayaJbHBIX 3TalaX BOCCTAHOBUTEIBHOIO JIEYEHHUs IMOKa3aHO MPOBEJEHUE KypCOB
[penapaToB, COJIePKaLINX IMaTypOHOBYIO KUCIIOTY .

[Ipn HemocTaTOuHOW S(PQPEKTUBHOCTH KOHCEPBATHBHOW Tepamuu, IOKa3aHO
XUpyprudeckoe JedeHune. XHUpypruueckoe JeueHHe MaIlHeHTOB ¢ TreModuinei
JOJDKHO TPOBOJUTHCS BpayaMH, HWMEIOLIMMHU ONBIT JIEYEHHUs] MalUeHTOB C

reMoQuIIHe.

4.3. Ilceéooonyxonu.

@opMHUPYIOTCSI BCIECTBUE HENPABUIBLHOTO JIEUeHHs] KPOBOMBJIMUSHUN B MATKHE
TKaHHW, 0OBIYHO B MBI, PACTIOJNIOKEHHBIE PSJIOM C KOCThIO, KOTOpasi MOXET ObITh
3aTpOHYTa BTOPUYHO, WJIM TIPU  TOJHATKOCTHUYHBIX  KPOBOMWBIHUSHUSX.
[IposiBneHusi:  crabuiabHOE  OMYXOJIEBUJHOE  0O0pa3oBaHUE,  OTTECHSIOLIee
okpyxaromue TkaHu. CyIlecTByeT Ha MPOTSKEHUHM MHOTMX MecsileB W jer. He
UMeeT TeHJIEHIIMU K 00paTHOMY pa3BUTHIO Ha ()OHE MHTEHCHUBHOMN 3aMeCTUTENbHOM
Tepanuu GpakTopamu.

Jlnarnoctuka — Qu3uKagbHOe obOciefoBaHue, nposeneHue pentreHorpadum, KT
nmi MPT nopaxeHHOro cermeHTa Tena.

[Ipu oOTCyTCTBUMM JieUeHUsI TIICEBAOOMYXOJIb MOXET JOCTUTraTh TUTaHTCKUX
pa3MepoB, co3laBasi JaBlieHHEe Ha HEHpOBAaCKYJSpPHbIE CTPYKTYpPbl U BBI3bIBAs
MATOJIOTHYECKHE ITePEeIOMBI.

JleueHre TPOBOOUTCS COBMECTHO XHpypramu U remarosnoramu. Ha mnepBom
JTane BO3MOYKHA MOIBITKA UHTEHCUBHOMN 3aMECTUTEIBHON Tepamnuu B TeueHue 6 —
8 menenp c¢ mocneayrommMm MPT konTponmem. Ecnmu oOpa3oBanune He wumeer
TEHJEHIIMM K OOpaTHOMY pPa3BUTHIO, MOKA3aHO TOTAJbHOE yJajeHUE OIMyXOJH C
uccedenreM Karicyinbl (YpoBenb nokasatensHoct 1l C).

Omeparusi  TOJDKHA ~ TPOBOJUTHCS — CHCIUAIACTAMH,  WMEIOIIAMU  OIIBIT

XUPYPIruieCKOoro OpTorneandcCKoro Je4CHUA OOIBHBIX FCMOC]?I/IJ'II/IGFI.
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4.4. Ilepenomoi.

Puck pa3BuTus mepenoMoB y MaldeHTOB ¢ reMouInell CBS3aH C OCTEONOpPO30M U
reMo(UINYeCKOl apTporaTuei.

Pa3Butue mepenoma TpeOyeT He3aMeUIMTENbHOTO Hayalla 3aMeCTHTENIbHON
Tepanuu KOHIEeHTpaToM (akTopa. B Teuenme mnepBeix 3-5 mHeidt HeoOXoanMo
nojiep>kaHre ypoBHs daktopa B kpoBu He MeHee 50% - 100%B 3aBucumocTtu ot
JoKanu3aluMd U TsbKecTd TpaBMbl. [locTosiHHas 3amecTuTesnbHasi Teparus
dakTopoMm oJpKHA TpoBoaUTHECS B TeueHne 10-14aHei.

Cpa3zy mocnie crabunuzaluu TmepeiioMa clielyeT NPUCTYMUTh K MPOBEIEHHUIO

BOCCTAHOBUTCIBHOI'O JICUCHUSI.

I'naBa 5. OnepaTuBHoe JieueHre 00JIbHBIX remMopuinei

5.1. Opzanuzauua cmomamonozuuecKkoii NOMOWU.

Jlnst GONBHBIX TreModuivell BaXXHO COOJIOJCHWE THTHUeHBI MOJOCTH pPTa, YTO
MIOMOTaeT MpelOoTBPAaTUTh Pa3BUTHE MApOJOHTO3a U Kapueca. |y uncTku 3y0oB
HEoO0X0IMMO UCTIOIB30BATh MATKYIO 3yOHYIO IIETKY.

[T1aHOBBIE CTOMATOJIOTUYECKHE OCMOTPHI TOJIXKHBI POBOJIUTHCS HE MeHee 2 pa3 B
roa. OObIYHBIE OCMOTPBI CTOMATOJIOTa M YUCTKAa 3yOOB MOTYT NMPOBOAMTHCS 0O€3
3aMeCTUTEJIbHON Tepanuu (axTopamu. OQHAKO HEOOXOAMMO MMETb B CBOOOJHOM
JOCTyIle TeMocTaTndeckue npemnapatbl (koHueHTpaThl hakropos VIII/IX, DDAVP,
AHTU(UOPUHOIUTUKH).

MecTHass aHecTe3usl y MalUMEHTOB C TSDKENOW W CpeAHeTshKenol (opmaMu
reMO(QINU TOJIKHA MTPOBOIUTHCS TOJIBKO TTOCIe BBEJCHHS KOHIIEHTpara (akropa
cBepThiBaHus. Ilpu nerkoit ¢popme remoduium BBeAeHUWE KOHIEHTpara (hakropa
CBEPTBHIBAHUS HE SIBISIETCS 00sI3aTeIbHBIM, Y 3TON TPYIIITHI MAIIUEHTOB MOXET OBIThH
ucrosib3oBaHa Tepanust DDAVP.

[Ipy oKka3aHMM CTOMATOJIOTMYECKOH MOMOIIM Ba)XKHO TECHOE B3aUMOJeiicTBHe

XUpypra-croMaTojiora U Bpaua remarojiora. ¥YJajeHue 3y0a WM XUpyprudecKue
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IpOLEeAYyphl AOJKHBI BBIOJNHATHCS MO CTPOTUM KOHTPOJIEM I'eMocTa3za U Tocie
KOHCYJIbTalu rematojiora (YpoBens nokasareiabHoctu |l B).

[Ipy mpoBeneHWH CTOMATOJOTHYECKHX TMPOLEAYP BO3MOXHO TMpUMEHEHUEe
TpaHEKCaMOBOW WJIM APYTUX aHTU(PUOPUHOIUTUYECKUX IMpenapaTroB C LEJbI0
YMCHBIIIEHNUST HEOOXOJAMMOCTH B 3aMECTHUTENIbHOW Tepariyd KOHIIEHTPATOM
¢dakTopa. B0o3MOXHO HMCHOIB30BaHWE MECTHBIX TI'€MOCTATHUYECKHX IIpernapaToB
rocJie yJaueHus 3y0oB.

[Ipy  OOMIMPHBIX  CTOMATOJOTMYECKUX  Mpolenypax (Halo)KeHWe  IIIBOB,
MHOXXECTBEHHAsl OJKCTpaKIus 3yOOB) MOXET TMOHAJOOWTHCS TOCIUTAINA3AIINS
MayeHTa B CTallMoHap.

Cnenyer Bo3nepxkarbest oT nmpumeHeHuss HIIBII, ocobenHo aneTuincanuuunioBoit
kucioTel. C 1enbto 00e3007MBaHNs BO3MOXXKHO MPUMEHEHHE COOTBETCTBYIOIIEH
N03BI TIapareTamoia/aneTaMuHoGeHa Kaxaple 6 4 B TeueHue 2-3 qHEH.

Ocoboro BHUMaHUA TpeOyeT NpodUIAKTUKA BO BpeMs CTOMATOJIOTHYECKUX

npollelyp y nanueHToB ¢ uaruouropamu Kk daxropy VII/IX.

5.2. OnepamugHvle eMeuiamenbcmed U NPosedeHue UHEA3UBHBIX NPOUEOYP.

Y namweHToB ¢ reMowivMell  XHPYpPrHUeCKOe  BMEIIATeIbCTBO  MOXKET
MOTPeOOBATHCS IS JICUCHHS KaK OCIIOKHEHUN reMOo(MUIni, TaK U He CBS3aHHBIX C
remoduiiei 3a00JieBaHUM.

[Tepen mOOBIM XHPYpPTrUYeCKHUM BMEIIATEIbCTBOM HEOOXOIMMa KOHCYJBTAllUsS B
neHTpe Jedenuss remodumuu (Yposenb nokazatenpHoctH IV C). Ecnmm ecTh
BO3MOXXHOCTH, OTIEpaTUBHOE JICUCHHUE Jyd4llle TIPOBOAUTH B CIICLAATH3UPOBAHHOM
craimoHape. OnepaTBHOE BMeEIIATENLCTBO Y TAIMEHTOB C WHTUOUTOPHOM
reMouIMe JTOHKHO TMPOBOAMTHCS TOJBKO B YCIOBHSIX CHEIHATH3UPOBAHHOTO
cTaryoHapa.

AHecTe3uoJIOT JIOJDKeH WMETh OIBIT JICYeHHUS TAIlMEeHTOB C HapyIICHUSMHU

CBEPTbIBAEMOCTHU KPOBHU.
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HeobOxomuM cTporuii MOHUTOPUHT KOaryJorpaMMbl, aKTUBHOCTH (akTopa U
CKPUHUHI Ha HaJlM4le UHrUOUTopa.
JlodupoBaHue U  NPOAOJDKUTENIBHOCTh Tepanuu  KOHLEHTpaToM  (akTopa

CBEPTHIBaHUS KPOBH 3aBUCSAT OT THIIA ONlepaTUBHOTO BMerarenbeTBa (Tabmuia 5).

[Ipy HEoOXOOMMOCTH TMPOBENEHUs TaKMX JUACHOCTHYECKHX IMpoLeayp, Kak
aroMOanbHas MyHKUUS, MYHKIUS apTepuH, SHIOCKOMUYECKOe HCCIeIOBaHUE C

6HOI'[CI/IGI>I, BC€ICHUC IMTAlIUCHTA TAKOC K€, KaK IIPU XUPYPTUICCKOM JICUCHUU.

I'nmasa 6. O0mue Bonpochl Npu reMopuinm

6.1. I'emoduaus y HOBOPOKIEHHBIX.

[Ipu pemenun Bompoca o crocobe pojopaspelieHus (BarMHAIBHOE HITH
OTIepPaTUBHOE), €CIIA OXKHUIACTCS pOXKAeHUe peOeHKa ¢ reModuineil, HeOOXOAUMO
BbIOpaTh Haubosiee aTpaBMaTHuHBIA crocob. (YposeHb nokaszarenbHocTH Il C).
BakyyMmaKcTpakiys sSBIsieTCs OMacHOW M He JOJDKHA MPOBOJIUTHCS B OTHOIICHUHU
IUIOZIOB, Y KOTOPBIX Tomo3peBaeTcsi remodunus. Ilocme pomopaspereHws
)KellaTeJIbHO O0ToOpaTh 0o0pasel] IMyNMOBHHHOHW KPOBH B IMPOOUPKY C ITUTPATOM
HATpPHS TSI OTIpeJIeNIeHHsI aKTUBHOCTH (DAaKTOPOB CBEpTHIBaHUS KpoBH. [Ipn oreHke
pe3yNbTaTOB HEOOXOAMMO YYHUTHIBATH BO3pacTHhE ocoOeHHocTH. Jlo MOMeHTa
JTUArHOCTUKH, Y HOBOPOXACHHBIX C OXHJaeMod TeMmoduiveld KeraTellbHO
BO3/IEP)KAThCSI OT BEHEMYHKIUH (TOJBKO IUIsl TUArHOCTUKUA reMoGuinu), oTbopa

00pa31oB KamWJUIIPHON KPOBH U IPYTUX MHBA3UBHBIX MAHUITYJISIIIUH.

6.2. IlpoBeneHue JIaGOPAaTOPHBIX HCCIETOBAHMIA.

JlabopaTopHble aHaM3bl JIEKaT B OCHOBE JUATHOCTUKA W KOHTPOJSA Yy
nalueHToB ¢ reModuueii. TpeboBaHUs K YCIOBUSIM U TEXHHKE 0TOOpa 00pa3ioB U
BBITIOJTHEHMSI MCCIIeIOBAaHUN He OTJIMYAIOTCS OT CTaHJIAPTHBIX. BaXHBIM acriekToM
1ab0OpaTOPHBIX UCCIIEOBAHUM SBISETCS ydacTHe B CHCTEME KOHTPOJIS KadecTBa.

HpI/I JUAarHOCTHKEC FCMO(i)I/IJ'II/II/I OIITUMAJIBHO y4aCTBOBATb HE TOJIBKO B
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rOCy1apCTBEHHOM, HO M B MEXAYHApPOJHOM CHUCTEME KOHTPOJS KadecTBa
Ja00paTOPHBIX HKCCIIEOBaHUM, OXBATBHIBAIOIICH OCHOBHBIE KOAryJoJOTHYECKHe

napameTpbl.

6.3. BaknuHanus.

[TanmeHTHl ¢ TeMoGUINeH MOTYT OBITh BaKIMHUPOBaHBI. OCOOEHHO BaKHO
MpOBeJIeHHe BakIWHAMM oOT renatuta B. [lpm BakiuHanuym mpearnovTeHue
OT/aeTcsl OpaJbHOMY WJIM TOJKOKHOMY BBEJICHHIO Tperapara, 10 CPaBHEHUIO C
BHYTPUMBIIIICYHBIM WU BHYTPUKOXKHBIM. (YpoBeHb nokasareiasHoctd |V B). Ecnm
JUIS. JTAaHHOW BaKIUHBI JIOCTYIIEH TOJIBKO BHYTPHUMBIIIEYHBIH TyTh BBEICHUS,
HeoOX0o/MMa 3aMeCTUTENIbHASI Tepamnus JIJIs MPeJOTBPAIlleHUs pa3BUTHS TeMaTOMBI.
B sTom citydae He0OXOAMMO MPOBOJIUTH 3aMECTUTENIbHYIO Tepanuto 3a 1-2 nHs 110
u uepe3 1-2 nHs mocne BaknuHanuu. Henmb3s TpOBOMUTE BaKIIMHAIIMIO BO BpeMsI

KPOBOTEYEHHUS.

6.4. HexenaTeJbHasi MeAHKAMEHTO3HAS Tepanusi.

[TanmenTam ¢ reModuiuel HeXelaTelbHO TPUMEHEHHE TpernapaTos,
YXyAAIX QYHKINIO TPOMOOIIMTOB WM CBEpPThIBaHUS KpoBH. [IprmeHeHue
TaKux IpenapaToB MOXKET MPUBECTH K Pa3BUTUIO TSKENbIX KPOBOTEUEHUH,
KOTOpbIE He KOHTPOJIUPYIOTCS BBEJICHHEM KOHIIEHTPATOB (DAKTOPOB CBEPTHIBAHMS
KpoBU. OpHAKO pa3BUBIIMICS  TpoMOO3 MOXeT MOoTpedoBaTh NPUMEHEHHUS
aHTUKOoaryJsHToB. [IpennoyTenre HagoO OT/AaBaTh MpenapaTtaM KpaTKOBPEMEHHOTO
nevictBus. Kaxaplii pa3 HeoOXOAMMO aHANIM3WPOBATh COOTHOIIEHWE TOJb3bl U

pHUCKa OT HPUMEHCHUWA aHTUKOATr'YJIIHTOB U J1€3arperaHToB.

6.5. CaHaTOpHO-KYpOpTHOe JieYeHHe.

[TanmerTam remoduinelt  MopakeHHEeM OIOPHO-ABUTATEIBHOTO arapara
MOKa3aHO CAHATOPHO-KYPOPTHOE JIEYEHHWE B CAHATOPHUSIX OPTOIEIUYECKOrO

npodwis. Pa3zpaboTka peaOUIUTAIMOHHBIX MEPOINPHUSTAN OJDKHA MPOBOIUTHCS
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COBMECTHO CIELHATMCTaMUd MO peadbWIMTalud, KypOpPTOJOTHHA U IeMarosioramu,

HUMCIOIIMMMU OIIBIT JICUCHU A FCMOC]?I’IJ'II/IH.

6.6. OOyyeHHe NALMEHTOB H YJIEHOB HX CEMeIi.

OOydeHue mNalMEHTOB K WIEHOB HX ceMell — HeoOXoaumoe YycloBUe
obecrieueHrsT aJeKBaTHOW MOMOIMM TakuM OoNbHBIM. (OOydeHWe HauYUHACTCS
Cpa3dy TIOclie YCTAaHOBJIEHHWS JMarHo3a | MPOBOIUTCS Ha IMOCTOSSHHON OCHOBE
BpayaM¥ ¥ MEJIUIIMHCKAMU CECTpaMu IIeHTPa, B KOTOPOM HaOIFOaeTCs TaI[UeHT.
OOyueHre NMPOBOAMUTHCS WHAMBUIYaTbHO MpPH TOCEIICHUH LIEHTpa U B paMKax
IITKOJIbI 00JTBHOTO FreMOMUITUCH.

OcHOBHBIE HalpaBJeHUs] OOy4YeHUWs TMalieHTa W YICHOB €ro CEeMbH. YTO
Takoe TeMOQWIHs, OCOOEHHOCTH JeTel, OONBHBIX TeMO(UIINel, HaBBIKA OIICHKH
COCTOSIHMSI peOeHKa, HaBBIKM OICHKA CHUMITOMOB, XapakTepa H TSKECTH
KPOBOTEUCHHSI, XpaHeHHWEe U WCIIOJNIb30BaHWE KOHIIGHTPATOB  (DaKTOpoB
CBEpTHIBaHUSI KPOBH, IIOKa3aHWS M J03bl 3aMECTUTEIBHON Teparid, HaBBIKH
MpoBeeHns] WHPY3UU B JIOMAITHUX YCIOBUSX, YXOJl 3a BEHaMH, MpPUMEHEHHE
IPYTUX TeMOCTAaTHUECKUX TIperaparoB, Gpu3ndecKas akTUBHOCTD, IICHXOJIOTHYECKas
U colMaibHas ajanTamnus, TnpodeccruoHadbHAs OpHEeHTAIWs, HOPUANYECKUE
aCTIeKTHI.

[Tomumo Bpadeit u MejacecTep K OOyYEHHIO MAIIMEHTOB W YJICHOB UX ceMei
HEOOXOJMMO TIPUBJIEKATh TICUXOJOTOB, IOPUCTOB W HWICHOB OOIIECTBEHHBIX

OpraHMU3alni, MPEJICTABIISIFOIINX HHTEPECHl OOJBHBIX TeMOpUITUEH.
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