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1 KpaTtkaa nidopmaums no saboneaHuto
NN cocTosiHMIO (rpynnbl 3aboneBaHNM UM COCTOSHUI)

1.1 OnpepeneHune 3aboneBaHUsi NN COCTOSHUS U OT MaTepy (HOCUTeNb FeHa), MO0 Y XKeHIIMHBI C MyTalyell TeHa

(rpyn bl 3a00/1eBaHUN NN COCTOSTHUN ) Ha OfIHOV XPOMOCOME, KOIZia T€H HafIpyroii He aKTUBEH (6onesup
Ilepemntesckoro-TépHepa n fip.). Y HEKOTOPBIX KEHIIVH, ABIAIOINX-
caHocutenpHuamy Mytanuit renos FVIII wmn FIX, Taxke mMoryr
OBbITH KIIMHMYECKIE IPosiBIieHnsTeMoGuymn [1].

Temodumus — 370 clierieHHoe ¢ X-XpOMOCOMOIT BPOXK/IEHHOE
HapylleHle IUIa3MeHHOTO IeMOCTasa, BO3HMKAIolllee B Pe3yllb-
Tate fedUUUTA WIM OTCYTCTBUsS (aKTOpa CBepTHIBAHMS KPOBU
VIII (FVII) -remodunusa A mnu daxropa cBeproiBanust kpoBu IX 1.4 OcobenHocTtu KOAMPOBaHMs 3a6oneBaHUs
(FIX) - remocpmmms B. nnncocTosiHus (rpynmnbl 3abonesaHun
VNN cocTosiHMM) no MexxayHapoaHoOW cTaTuyeckon
knacudukaumm bonesHern n npobnem,

CBSI3aHHbIX CO 3[,0POBbEM

1.2 3Tnonorua n natoreHes 3abosnieBaHNA UK
cocTosHusa (rpynnbl 3abonieBaHnin UM COCTOSHMI)

Temounusa mepenaercst 1mo X-CLEIVIECHHOMY PeLieCCHBHOMY
myTu HacnemoBaHus. IIpumepHo y 70%00/MbHBIX MMeEETCs IIONIO-
JKUTEJIbHBII CeMeIIHbIl aHaMHe3 110 3aboneBaHuo. IIpuanHoIt re-
MOGWIMUAB/AIOTCA MyTauu rena, kopupyiompre FVIIL (Xq28), 1 5 Knaccndukaumsa sabonesaHns nnm coctoaHus

mnu reHa, Kogupytoiero FIX (Xq27). B 30-35% cny4yaeB BO3MOX- (rpynnbl 3a60€BaHMI UM COCTOSHMIA)
HbI CIIOpaJMIecKyie MyTauuy 6e3 HaIM4us CeMEHOro aHaMHesa

D66 - HacnencTBeHHbI feduunt dpakropa VIII
D67- HacnencTBeHHbIi gedunnt paxkropa IX

Knaccudukanus remodunuu mo CTemeHu TSXKECTU OCHOBaHA
Ha onpepenenun aktuBHocTu FVIII nFIX (ta6m.1) [1-3]. Oxomo

0
1.3 dnugemmonorms 3aboneBaHNs NIn COCTOAHUA 60-70% BceX MMArHOCTMPOBAHHBIX C/Ty4aeB reMOMWINM COCTaB-

(rpynnbl 3a601€BaHWit MAK COCTOSHMIA) AT TsDKerIble (OpMbI3aboIeBaHms, i1 KOTOPbIX XapaKTepHbI
CIIOHTAaHHBIe TeMOpparnyeckue SMU3OAbI (peuMyIeCTBeHHOTe-

MapTpO3bl ¥ TeMaTOMBI MATKMX TKaHell Pas3lTNuHbIX TOKaTU3aLIT).
CrereHb TSDKeCTH HapyLIeHNICBEPTHIBAHMA KPOBY 1 KIMHNYECKIX
IPOSIB/ICHNIT PV reMO(I/INM 3aBUCUT, KaK IPaBUIIO, OT YPOBHsAK-
TUBHOCTH (PaKTOpa B KPOBI, OFHAKO B KIMHIYECKOIT IIPAKTUKe He
UMHBL. VI3BECTHBI €AVHIMHbIE CTy4aureMOQUINN Y SKEHIIMH NP peerna CYIeCTBYeT NpAMAAKOPPENMALUA MEXKTy Ma6OPaTOPHBIM
HAC/Ie[JOBAaHNY TeHa OHOBPEMEHHO OT oTLa (60bHOI reMODWINet) 1 xruHIrYeCKIM deHOTHIIAMY 3260MTeBaHMSL.

3a00/IeBaHMA.

PacipocrpaneHHOCTh reModwmy B 0OIieM IIOMY/IALMU CO-
crasisiet 1:10 000 Hacenenwst. lemodunusA (TA) Bcrpedaercs daire,
4yem remodumisi B (I'B), u cocrasisier 80-85% obmero umcna cy-
vaeB.IlogaBrsitoliee GONBIIMHCTBO OOMBHBIX reMOQUIVel — MYyX-

Tabnuua 1. Knaccudpukaumus remodpunnm no creneHm Taxectu

®opma AktuneHoctb FVIII/FIX (Hopma 50-150%) | KnuHuueckne nposinexuns

Taxenas <1% [ebioT 3abonesaHuns B paHHeM LEeTCKOM BO3pacTe:
PeLVAVBUPYIOLWMI reMOpPParnyeckMnCUHAPOM NPEUMYLLECTBEHHO

CpepaHeii TsXecTH 1-5% reMaToMHOro Tuna (MPenMyLLeCTBEHHO CMOHTaHHbIe
KpoBoTe4eHus)

Nerkas S5% KpoBoTeueHuns BO3HMKAIOT NoC/ie TPaBM UK Npu NpoBeaeHun
MHBa3MBHbIX BMELLIATENBCTB

1.6 KnuHuyeckas kapTuHa 3abosieBaHMsA UM COCTOSIHUSA nedenun. [lopakeHne ONOPHO-ABUraTE/IbHOTO AIIapaTa BCTpeda-

(rpynnbl 3aboneBaHNUiA UM COCTOSIHUN) €TCsA YPEe3BBIYAITHO PEIKO.

OcHOBHOe mposiB/ieHne reMO(UIny — KpOBOTEUYEHMSI U KPO-
BOM3/IMSHUSA, BO3HUKAIOIYE CIIOHTAHHOWIN BCIENCTBUE TPaBMbl  Tabnuua 2. KnuHuyeckmne nposisnexus remodpunum
(tabm. 2). TA u I'B uMeroT CX0XyI0 KIMHNYECKYI0 KapTuhy [1,3].

Buabl kpoBOTEYEHNIN/KPOBOUIUAHUN ‘ Yacrora (%)
s Tsxenoit GpopMmbl reMoGUINU XapaKTePHO HOSBICHME =
reMOpparnyeckoro CHMHAPOMAa Ha IIEPBOMIOAY >KM3HM C Hadasa
aKTMBHOTrO Iepyuofa y peOeHKa (reMaTOMbl MATKMX TKaHeIL,IIo- [eMapTPOo3bl KPYMHbIX CyCTaBoB 70-90%
CTTpaBMaTM4ecKye KPOBOTEUEHNA W3 CIU3VCTBIX, T€MapTPO3bI). [eMaToMBbl (KPOBOWUZAUSAHIS B MbiLLILbI/ 20-40%
HOpa)KaIOTC}I B OCHOBHOM prHHbIeCyCTaBbI: KOJIEHHbIE, TOjie- MAarkmue TKaHVI) - °

HOCTOIIHBIE, JIOKTEBBIE U Ta306e,[[peHHbI€. KpOBOTeHEHMﬂ U3 CIIMSNCTRIX (HOCOBbIe,

Temodmnus cpepHert TsDKECTV VIMeeT CXOJHbIE IIPOsIBIIEHNS. [ecHeBble, NIyHOUKOBbIE) 10%
IlepBble mpM3HaKM, KaK IPaBUIO,pPa3BUBAIOTCA MOC/E rofa. Y ma- FemaTypum 5-10%
LMIEHTOB C aKTMBHOCTBIO (pakTOpoB Gormee 2% peke BO3HUKAKOT-

KPOBOUS/IMAHNA B CYCTaBbl, 3a0PIOLIMHHbIE T€MATOMBI, TEMATY PUML. Kunsneyrpoxatowme
Hanbornee THIMYHBIIOCTTPaBMATHYECKIE TEMATOMbI M JIUTEIIb- B LIHC
HbIe KPOBOTEUEHIsI, 0COOEHHO MPU TPaBMaxX CIU3UCTHIXO00IOUEK. B KT
Jlerkas reMouIuA MOXKeT HUKAaK He MPOABIATbCA HA MPOTA- 5%
. . B obnacTu wewn/ropna
JKEHUM BCell >KM3HU. [eMOpparn4ecKuiiCHAPOM OOBIYHO BO3HU-
KaeT BC/IE[ICTBME 3HAYMTENbHBIX TPABM WM IIPU XMPYPIMYECKOM 3abprowmHHbIe remaTomb




FTEMO®UINA

2 Iﬂ,l/‘laFHOCTI/IKa 3aboneBaHUsa UM COCTOSIHUA (prﬂl'lbl 3abonesaHun
nin COCTOFIHI/II;I) MeONUNHCKNE NMOKa3aHNA U NpOTUBOINOKAa3aHUA
K NMPUMEHEHUIO MeTO40B ANAlrHOCTUKHN

[l ycraHOBIEHMA AVIarHO3a TeMOQIUINM y MAIVIeHTa ¢ Ha-
JM4yeM TeMOppParndecKoro CMHAPOMA B aHAMHe3e WIN IIPY OTATO-
IIeHHOM CEMeHOM aHaMHe3e UCIIONb3YIOTCA KPUTepUM IMarHo3a
reMopuanu (IMAarHo3 yCTaHaBIMBAETCA MPY HAMWYINI KaK MM-
HUMYM [IByX I3 Tpex Kpurtepues)[1,3]:

* OTCYTCTBME IPUOOPETEHHBIX KOATY/IOMATIIL;

« cHipkenne aktuBHocTy FVIII/FIX mipke 50%;

 Hamume myTauumit reHoB FVIII mmm FIX.

2.1 XXanobbl u aHamHe3

,HI/[aI‘HOCTI/IKa I‘eMO(bI/IHI/H/I HA4YMHACTCA C BbIABJICHUA HAINYNA
TEMOPPArnvIeCKoro CMHApOMa B aHAMHE3€ Yy ITaME€HTa M YIEHOB
CEMbIH.

BceMm manyeHTaM ¢ Mogo3peHMeM Ha reMOQIINIO PeKOMEH-
myeTcs cOOp aHaMHe3a U >Kamo6 npu 3a60IeBaHMsIX OPTaHOB KPO-
BeTBOpeHNs U KpoBu [1,3].

YpoBeHb yOenuTenbHOCTH peKoMeHpanuit C
(ypOoBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

Kommenmapuu: npu c6ope anammesa 3a6071e8aHUS U CeMEiIHO20
AHAMHE3d NAYUEHMA BbISICHAMb HAIUYUe NPOSB/IeHUTI 2eMOpPPa-
2UtecK020 CUHOPOMA: HaTI06 HA NIe2KO NOSBNTIOULUECS IKXUMO3bL
U 2eMAMOMbL 8 PAHHEM 0eMmCINee; B03HUKHOBEHUE CHOHIMAHHbIX
Kkposomeuenuil (0cO6eHHO 8 CYCMABbL, Mbillbl U Ms2KUe MKa-
HU); OnumMenvHbIX KPOBomeueHUl nocie Mmpasm Ui Xupypeuve-
CK020 8MeUamenbcmada.

Jannvle cemeiinozo anammesa npumepHo y 2/3 6onvHoix codep-
HAM YKA3AHUS HA 2eMoppazuteckue NPOsS6NeHUs y ONUSKUX
POOCMBEHHUKO08 MO KHeHCKOTE uHuY (Y MYHCHUH, pexce Y JceH-
wiun). JlanHvle nepcoHANbHO20 AHAMHE3A MOy COOepucamo
UHPOPMAYUIO O 2eMOPPALUMECKUX NPOSIBNIEHUSIX Y NayueHma.
IIpu cbope anammuesa 3ab6onesanusi Heobxo0umo obpaujamo
BHUMAHUE HA HAZIUYUE 2eMOPPAZUMECKUX NPOSBIEHULL 8 HEOHA-
manvHom nepuode 6 éude kedanozeMamom, 6HymMpuU1ePenHvLx
KPOBOU3TUSHULL, KPOBOMOUUBOCU U ONIUMETLHOM 3AHCUBTIEHUU
NYynouHol pamku; y epyoHbix Oemeli —9KXUMO308, He C6A3AHHbIX
€O 3HAUUMOLL MPABMOLL, 2eMAMOM MAZKUX MKAHEl NocTie He3HA-
YUMenvHuIX yWub06 UnU CHOHMAHHYIX. Y HeKomopuix Oemeti
KpoBomMeueHUs MO2YmM OMCYMCMB08aNb HA NEPEOM 200Y HU3-
HU 00 mex nop, noka pebeHox He HauHem xo0umv [4,5]. Baxcro
obpawamv 6HUMAMHUE HA HECOOMBEMCIBUE BbIPANEHHOCU
2eMOppAZUMECKUX NPOSBIEHUTI  MANECU  Npeoulecrns06as-
wieil mpaemvl, Ha PeUUOUBbL KPOBOMeUeHUTI Noce NePeUUHOL
0CMAHO06KU, He C6A3AHHDIE ¢ NOBMOPHOLL MPABMOLI, MACCUBHYIE
u (unu) MHOICECBEHHbIE 2eMAMOMDBL, CUCEMHOCTb 2eMOppa-
euteckux nposenenuii (nposeneHus pasnu4Holl 10KAnU3AuULL),
«cnoMmanHvle eemoppazuyeckue nposenenus». Ilpu neexotl
opme eemopunuy Kposome1eHUs MO2YH OMCYMCMB06amb 00
nepeoti mpasmvl unu xupypeuneckozo emewamenvcmea. Coop
Hanob u aHamHesa No36OnUM onpedenumv o6vem 06cnedosa-
HUS nayueHma.

2.2 DusnkanbHoe obcnenoBaHme

BceM nmanyeHTaM ¢ nogo3peHneM reModIInio a Tak>Ke BceM
NMAIeHTaM C YCTAaHOBJIEHHBIM AVArHO30M reMouansa Ha Ka-
XK/IOM BpadeOHOM IpueMe PeKOMEeHyeTCsl BU3yalbHOE MCCIef0Ba-
HIIe, TTa/IbIaLys, IIEPKYCCHsl Py 3a00/IeBaHMsIX OPraHOB KPOBET-
BOpeHus 1 KpoBu [1,3].

YpoBeHb yOenuTenbHOCTH peKoMeHpanuit C

(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

Kommenmapuu: neobxooumo obpawsamv 6HUMAHUe Ha HATU-
4lle KONCHO20 2eMOPPAZUMECK020 CUHOPOMA PA3NIUYHOLL Bblpa-
HEHHOCMU 6 6Ude MHOMECHBEHHDIX IKXUMO306 U 2eMANOM,
BO3MONCHBIX NPU MAHENOL U cpeOHemxcenoli Popme eemoPu-
nuy. Buvicokoseposmuo eviaenenie npusHaKos nOpameHus cy-
cmaeos 6 sude depopmayul, OMmexa U 10KATLHO20 NOBLIUEHUS
memnepamypul koxcu (oOcmpolii 2eMapmpos) u/unu nPpusHAKos
HAPYUWEHUA NOOBUNCHOCU, 00BeMAa 08UNEHUTI CYCMABos, 2u-
nompoPuU MLl KOHEUHOCHU HA CHOPOHE NOPANEHHO20 CY-
cmasa, Hapyulerue noxooku (0epopmupyouLas apmponamus).
Ilossonsem onpedenumv maxecmv COCHMOAHUA NAUUEHMA U
Heo0x00umMocmp nposedeHUs cneyuduueckoil 3amecmumenvHo
U/Unu 2eMoCmMamu4eckoti mepanuu.

2.3 labopaTopHble AnarHocTM4Yeckme uccrefoBaHms

ITony4eHne MaKCUMalIbHOTO KOMMYIECTBA TAOOPATOPHBIX aH-
HBIX CIOCOOCTBYeT BepuUKaLuy AUATHO3a ¥ UCK/IIOUEHUIO TIPU-
o6peTeHHbIX AeduuuToB (HakTopoB cBeprhiBaHMs Kposu VIII/IX,
a TaKOKe MCK/TIYeHNIo NepUIUTOB APYrux GaKTOpOB CBEPTHIBAHMSA
KpPOBIL.

IMagueHTaM ¢ MOKO3peHMEM Ha reMOQIINIO A TAK)Ke MALM-
€HTaM ¢ BepupuunpoBaHHOIT reMoIINe IpU KKIOM BU3UTE
K Bpady-TeMaTo/Iory PeKOMEHOBAHO BbIITOTHEHNE KOATY/IOrPAMMBI
(OpMeHTMPOBOYHOrO MCC/IENOBAHMS CUCTEMBI TeMOCTa3a), ¢ 00s13a-
Te/IbHBIM BK/IIOYEHIEM CIeAYIOLINX IIaPaMeTPOB: aKTUBUPOBAHHOE
vyactmyHoe TpomboractuHoBoe Bpems (AYTB), omnpeneneHue
IPOTPOMOMHOBOTO (TPOMOOIIACTVIHOBOTO) BPEMEHM B KPOBU WM
B IUIa3Me, Ompefe/ieHre TPOMOMHOBOIO BpEMEHU B KPOBU, MCCIIe-
[OBaHIEe YPOBHs (GUOPMHOreHa B KPOBM [/IsI KOHTPOISI COCTOSTHMUS
CBepThIBaloIell cucTeMsl KpoBu [1,3,6].

YpoBeHb yoenutenbHOCTH peKoMeHpanuit C (ypoBeHb ZOCTO-
BEPHOCTH OKA3aTeNbCTB — 5)

Kommenmapuu: onsa eemodunuu xapaxkmepHo u3onuposanHoe
yeenuuenue AYTB, npu coxpanenuu Opyzux nokasamerneii 6 npe-
denax HopmanvHolx 3navenuti. Heo6xooumo umemo 6 610y, 4mo
npu nposederuy CKPUHUH2A Y NAKUEHMO8 ¢ ieekotl popmoii ze-
modunuu 603moncHbL Hopmanvhvie sHaerus ATB.

Jns sxcmpennozo KOHMPOns ek musHocmuU mepanuu Heoo-
x00umo ucnonvsosarue mecma AYTB (Heo6x00umo nonyuumo
HOpMANbHble UMY CYOHOPMATbHbIE 3HAYEHUS), O00HAKO SMmu
OaHHvle He NO380TIAIOM OUPPepeHUUPO8AMDd HAUEHUS AKNUB-
nHocmu sviwe 30-50% u He ompadcarom NPAMOL KOPPensuuu ¢
akmusHocmoio pakmopos VIII u IX.

ITanmenTam ¢ mogo3peHeM Ha reMOQUINIO PEKOMEHJOBAHO
BBIIIO/IHEHNE 0011ero (KIMHNYeCKOTr0) aHaaM3a KPOBU U UCCIIENO0-
BaHIe YPOBHs TPOMOOLMTOB B KPOBU I/IsI KOHTPOJIS IIOKa3aTeseit
kposu [1,3,6].

YpoBeHb yOeauTenbHOCTU pekoMeHpaarmit C

(ypOBeHb JOCTOBEPHOCTH JOKa3aTeNbCTB — 5)

ITanueHTaM C reMOpPparn4eCKUM CMHIPOMOM IIPpU BbIABIIE-
HuM u3onuposaHHoro yamumHenus AYTB npu nomospennu Ha
reMOQUINI0 PEKOMEH/IOBAHO MCC/IEOBaHe KPOBM IS JMarHo-
CTUKM BPOXJeHHOro flepuuuTa GakTopoB CBEPTHIBAHNS, BK/IIOYa-
Iolllee OIpefieieHne akTMBHOCTI (pakTopa VIII B cBIBOPOTKe KPOBH,
ompenenenne akTuBHOCTU ¢akropa IX B cbIBOpOTKe KpOBH, OIIpe-
meneHue akTuBHOCTH (akTopa XI B CHIBOPOTKE KPOBM, OIpefiene-
Hie akTuBHOCTH (pakTopa XII B CBIBOPOTKE KPOBMU, UCC/IE[OBAHNIE
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AKTMBHOCTM U CBOJCTB ¢akTopa Buiebpanna B KpoBu, NCCIIeRo-
BaHIe aHTUreHa pakropa Buwiebpanpa [1,3,6].

Yposens ybenutenpbHocT pekoMenparuii C (ypoBeHb JOCTO-
BEPHOCTH JOKAa3aTeNbCTB — 5)

Kommenmapuu: na smopom smane onpeoensiom aKmueHocmo
paxmopos nnazmennozo eemocmasa— FVIII, FIX, XI u XII, ax-
musHocmy daxmopa dox Bunne6panoa (vWEF:RCo), ag-vWE.

ITapueHTaM C MOFO3PeHNEM Ha TreMO(IIINIO U C YCTAaHOB-
JeHHBIM [VAarHO30M reMOQWINA PeKOMEHAYeTCsA OIpefeIeHe
aKTUBHOCTH MHIMO6UTOpOB K (akropy VIII m/mmm x dakropy
IX B mnasme KpoBU C 1CNONb30BaHMeM MeTofia berespga B mopum-
¢dukanyy HumereHa c 1ieblo OLIEHKY COCTOSIHUSA CBEPTBIBAIOLIEN
CUCTeMBI ¥ KOHTPO/IA 9 (PeKTUBHOCTI MPOBOAUMOIO JI€YEHUs B
cremyromux curyannax [1,3,7-13]:

oy meTeil — KaXpple 5 gHeit nepsele 20 nHeit BBemeHus ([IB),

xaxzble 10 gHett ¢ 21 go 50-i1 [IB, a 3aTeM He MeHee 2 pa3 B
rox mo 100 JIB.

o y manueHToB ¢ 6oee yem 100 IB mpemapara — 1 pas B rop
U JIOIONTHUTENBHO B CIEAYIOMNX CUTYalMAX: CHIDKeHMe 3¢-
(eKTMBHOCTM 3aMECTUTETIbHOM Tepamuu (GakTopaMy IIpu
BBEJIEHUM a/IeKBATHBIX /103, OAB/IEHNE WU YBENTUYEHNE KO-
JMYecTBa KPOBOTEUEHUT Ha MPOMMIAKTUYECKON Tepammiu,
OTCYTCTBME [JOCTATOYHOTO HOBbILIEHNA aKTUBHOCTU (BaKTo-
Pa B KPOBM IIOC/IE BBEJ,EHNA MIPENapaTa.

o IIlepefl XMPYPrUYeCcKIMY BMeIIaTeIbCTBAMY U IIOCTIe Ollepa-
oy Ipy OTCYTCTBUM aI€KBATHOT'O ITOBBIIIEHNA aKTUBHOCTU
(axTopa B KpOBU II0C/IEe BBeleHNMS [Ipenapara.

* gyepe3 4 Hefle/u MOC/Ie OKOHYaHNS [IPOBEeHNs MHTEHCHBHOI
TepaIuu.

YpoBeHb yOenUTETbHOCTI PEKOMEHAALNIT A

(ypoBeHb JOCTOBEPHOCTH [IOKA3aTe/IbCTB — 3)

Kommenmapuu: noomsepiuoenue Hanuuus uHeubumopa u

onpedenenue €20 MUMPA BbINOTHAEMCA 6 KOA2Y/0N02UHeCKOTi

nabopamopuy. Y nayueHmos, nony4arnuux npoPunaxmuxy

amuyusymabom**, ons onpedeneHusi mumpa uHeUOUMOPos K

FVIII cnedyem ucnonv308amp XpomMozeHHbLli Memoo ¢ Obiubumu

pakmopamu Kposu.

Kraccnduxarys nHrm6uTopos:

o TUTp MHrUbuTOpa < 5 BE — MHIrMOMTOp B HU3KOM TUTpE
(Hu3KOpearupyrom i)

o TUTp MHrMOMTOpa > 5 BE — MHIMOMTOpP B BLICOKOM THUTpE
(BBICOKOpearnpyromuit)

VIHr6UTOPEL B HU3KOM TUTpPE MOTYT OBITH TPaH3UTOPHBIMU
U ¥CYe3aTb B TeueHMe 6 MecsieB. VIHIMOUTOPBI B BBICOKOM TUTpe
O6BIYHO HOCAT IIOCTOSHHBIN XapakTep. IIpu AIMTeNTbHOM OTCYT-
CTBUM 3aMECTUTENBHOI TEPalMy UX TUTP MOXKET CHUSUTHCS, HO
P BO30OHOB/IEHNM TePaIiM MOYXKET Pa3BUTbCA aHAMHECTHYeCKast
peakuus depes 3-5 gHel.

ITpu ouenb HuskoM tutpe (<0,6 BE) MHrMOMTOP MO>KET He BbI-
ABNATHCA NPV MCCTIeNOBaHUM MeToioM BeTesna, Ho MoxeT 06ycra-
B/IMBATb YKOPOYEHYE [IePUOJA TIONyBbIBENIEHNS ¥ BOCCTAHOB/ICHMA
¢dakropa.

ITanMeHTaM C MOKO3peHNEeM Ha reMO(IINIO IPY BBIABICH-
HOM CHIDKeHIN aktupHoCTH dakropa IX pekomenmyercs ompe-
Jie/leHNe aKTMBHOCTY MHIMONTOPOB K akropy IX B 1m1asmMe KpoBu
[8].

YpoBeHb ybenuTenbHOCTH peKoMeHpanuit C

(ypoBeHDb JOCTOBEPHOCTH JJOKAa3aTeIbCTB — 5)

ITanueHTaM ¢ TeMOpPparmyeckKuM CHHAPOMOM IIpY HeBO3-
MOXKHOCTH TIPOBeieHUs IMOTHOIICHHOTO KOaryJIorm4ecKoro o0-
ClIeOBAaHMs PEKOMEHJOBAHO BBIIIONHEHNE TpoMboanacrorpadum
JUIs BBIAB/ICHNUSA ¥ MOHUTOPYHIA HAPYILIEHNIT B CBEPTHIBAIOLLEI CIi-
cTeMe KpoBu [14].

YpoBeHb ybenutenbHOCTH peKoMeHpanuit C
(ypOBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

Kommenmapuu: y uacmu nayuenmos ¢ ycmanosneHHvim oud-
2HO30M MO2Zym Obimb BLINONHEHL UHMEZPATIbHYIE MeCIbL OUeH-
Ku eemocmasa, Hanpumep mpomboanacmozpagus. Pesynvmamol
UHMEZPATILHDIX MECTO8 MO2YM 0003HAUMb HANPABTIEHHOCTb
Hapywienuil céepmoléatoueil cucmemvt kposu. OHu He mozym
Ovimp  UCNONL308aHbL OIS YCMAHOB/IEHUs 0UAZHO3A U onpe-
OenteHuUs Npenapamos OISl NieHeHUs U PeHUMa Ux 86edeHus..
Hcnonvsosarue unHmezpanvHuix mecmos 803MONHO 8 HEKOMO-
PYIX CAYHAAX 8 Kauecmee CKPUHUHZO0BbIX NPU HeB03MONHOCTU
nposedeHUs K0Azynon02uuecko20 UCCiedo8anus, a maxice Ons
KOHMPONS NPOB8OOUMOLL mepanuu.

2.4 VIHCTpyMeHTabHble AnarHoctnyeckmne
nccnepoBaHUs

MucTpyMeHTaNnbHble MCCIENOBAaHUA MOTYT IIO3BOJIUTH BU3Yya-
NU3UPOBATh KPOBOTEUEHNMA/KPOBOUSNMMAHMSA PA3IMIHbBIX JIOKA/IM-
3aLMIi, a TAK)XE€ BBIABUTD OC/IOKHEHUS, Pa3BUBLIMECH BCIENCTBUE
reMOpParn4ecKyux MpOsABICHNUI.

Bcem manueHTaM C mopgo3peHneM reMopuiIni WK C YCTa-
HOBJIEHHOJ reMOQWINel HPU HAIMYNKM IOJO3PEHMSA Ha KPO-
BOTEYEHIA/KPOBOU3NNAHNA B OPraHaX >KeTyJOYHO-KIIIeYHO-
TO TPAaKTa PEeKOMEHJyeTCs 330(aroracTpogyoeHOCKONMA /1
TOHKOKWIII€YHAsI/TOICTOKUIIEYHAST SHJOCKONMS BUEOKAIICY/Ib-
Hast IS OIIpefie/IeHNs] BBIPAXXEHHOCTY IIPOSIBIEHNIT TeMODWINM 1
yTOYHEHMsI IOKaIM3anuu Kposoredenus [15,16].

YposeHb ybeguTenbHOCTU pekoMeHparmit C
(ypoBeHb JOCTOBEPHOCTH JOKA3aTeNbCTB — 5)

Bcem manueHTaM ¢ mopgospeHneM reMopuIni WK C YCTa-
HOBJIEHHOI reMoQuIneil mpyu HaTNINN OFO3PEHUS HA KPOBOT-
edeHIe/KPOBOU3IUAHNME B CYCTaB PEKOMEHMYeTCsI YIbTPA3BYKO-
BO€ NCCTIefloBaHMe CYCTaBa, MM peHTreHorpadus MOPaKEHHOTO
CycTaBa, WIM MarHUTHO-PE3OHAHCHas ToMmorpadus cycrasa yis
OIIpefie/IeHNs BRIPOKEHHOCTH IPOSIBIEHNIT TeMODVINI U YTOYHe-
HYISL TIOKa/IM3atuy KpoBoTedeHus [1,3].

YpoBeHb ybeguTenbHOCTU pekoMeHpaarmit C
(ypoBeHb JOCTOBEPHOCTH JOKa3aTeNIbCTB — 5)

Bcem manueHTaMm C mopgospeHneM reMopuiIni WK C yCTa-
HOBJIEHHOI reMoQuIneil mpyu HaTNINN MOJO3PEHUS HA KPOBOT-
€4eHNA/KPOBOU3NNAHNA B OPraHaxX OPIOIIHON IOTOCTY YI/VMIN
3a0PIOIITHHOTO MPOCTPAHCTBA PEKOMEH/YETCSl YIbTPasBYKOBOE
MICCIIEOBAHMe OPraHOB OPIONIHON IMOOCTH (KOMIUIEKCHOE) 1 3a-
OPIOIIMHHOTO MPOCTPAHCTBA Il OIpele/ieHNs] BBIPAKEHHOCTH
HIPOSIB/IEHNIT TeMO(IMINM M YTOYHEHMs JIOKA/IN3ALNI KPOBOTEde-
Hus [1,3].

YpoBeHb yOenuTenbHOCTH peKoMeHpanuit C

(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

BceMm manueHTaM ¢ MOfO3peHMeM reMOMINI0O UIU C yCTa-
HOBJ/IEHHOI TeMOQVINel PN HAINMINK MOT03PEHMs HA KPOBOT-
e4eHNA/KPOBOUSITUAHNA B MOYEBbIBOAAIINX MYTAX PeKOMEHAY-
€TCs YIbTPA3BYKOBO€ JICCIEJOBAHME MOYEBBIBOMSIINX IIyTeil [Ist
OIIpefie/leHNs BBIPAXXEHHOCTY TIPOSABICHNI TeMOMIIINM U YTOYHe-
HYISI TOKa/IM3aruy KpoBoTedeHus [17].

YposeHsb ybegurensHOCTU pekoMeHpanmit C

(ypoBeHb JOCTOBEPHOCTH JOKa3aTeNIbCTB — 5)

Bcem manueHTaMm C mopgospeHneM reMopuiaIni Win € ycra-
HOBJIEHHOJ TreMOoQUINel IPY HATNINK MTOTO3PEHNs HAa KPOBOT-
€4eHVs1/KPOBOU3IUAHNA B OPraHaxX CPYSHONM KIETKM PEeKOMEH-
LyeTcsi KOMIIbIOTepPHas: TOMOrpadysl OpraHOB IPYAHON KIETKM JIA
OIIpefie/ieH sl BBIPAXEHHOCTH TIPOSIBIIEHNIT TeMO(IIINM U YTOYHe-
HUSA JIOKAIM3auu KpoBoTtedeHus [18,19].

YpoBeHb yOenuTenbHOCTH pekoMeHpanuit C

(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)




FTEMO®UINA

Bcem manueHTaMm C nmopgospeHneM reMopuiIni Win € ycra-
HOBJIEHHOI reMoQuIneil pyu HATNINN OTO3PEHUS HA KPOBOT-
€YeHUsI/KPOBOU3TUAHNA B TOTIOBHOM MO3Te PeKOMEH/[YeTCsl KOM-
IbloTepHast TOMOrpadisi MV MATHUTHO-PEe30HAHCHAs TOMOTpadyist
TOJIOBHOTO MOS3Ta JJIsI OIpee/ieHNsI BBIPRKEHHOCTI HPOSIBIIEHNIT
reMOQUINY U YTOYHEHN TOKaIN3auM KpoBoTedeHus [1,3].

YpoBeHb yOenauTenbHOCTH peKoMeHpanuit C

(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

2.5 VlHble puarHoctnyeckue nccnenoBaHus

Bcem manmeHnTam ¢ mopmospenneM reMoGuiInio MM € yCTa-
HOBJICHHOJI reMo(uIneit Npyu HaTMYNY MOKO3PEeHNs Ha TeMop-
parmdeckne MpoOsIBIEHNA VI MX MOCTEACTBUA PEeKOMEHAYIOTCA
KOHCY/IbTAl[MM TPO(UIbHBIX CHEIVaTNCTOB, B 3aBUCUMOCTU OT

JIOKa/IN3aLM KPOBOTEUEHWsL, JIs1 OLIpefie/IeH s HapyIeHWIl B pas-
JINYHBIX OPTaHAX U CUCTEMAX BCIEACTBIE COCTOABIIErocs (mepeHe-
CEHHOTrO paHee) KpOBOTeueHMs1/KpoBousnusiaus [1,3]:

* Bpaya-TpPaBMaTOJIOTa-0pTOIea
* Bpaya-Xupypra

* Bpaya-yposora

* Bpaya-HeBpOJIOTa

* Bpaya-OTOPVHO/IAPMHTOJIOTa

* Bpaya-CTOMATo/Iora
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3 ﬂe‘-leHI/Ie, BKJTFO4Yad MeAUKAMEHTO3HYIO N HEMEeOANKaMEHTO3HYIO
Tepanun, gneToTepanuio, O6€36OJ’II/IBaHVIe, MeagULMHCKne nokasaHum4
U NpoTnBONoOKa3aHnAa K NpuMeHeHNO MeToA0B J1IeHeHUN4A

3.1 O6wme NpUHLUNbI fledeHus

Bcem nmanyeHTam ¢ remouimeii peKOMeHyeTCs IPOBeieHne
crienuuecKoit 3aMeCTUTEIbHOM Tepanuy (HaKTOpaMm CBepTbIBa-
Hus Kposu [1,3].

Yposens ybegurensHOCTH pekomeHparuit C (ypoBeHb JOCTO-

BEpPHOCTH HOKA3aTeNbCTB — 5)

Kommenmapuu: nposederue cneyuguueckoti 3amecmumens-
HOTl mepanuu Gaxmopamu céepmvléaHus Kposu noKA3aHo na-
yuenmam ¢ n1000t msiecmoro 3abonesanust. Bubop pexuma
neveHust (no mpebosanuo unu nNpoPunakmuuecky) 3asucum
om KauHu4ecko2o Pperomuna 3abonesanus. Paxmopui céepmol-
BaHUS KPOBU 860051MCA 8HYympueerHo. CospemMeHHAS mepanus
eemounuy 6asupyemcsi Ha npuHyune «0OMAUIHezo sledeHus»
(npogpunaxmuueckom unu no mpebosarur). Ob6s3amenvHviMU
YCROBUSAMU O7IST NPOBEOEHUS «OOMAULHELO TIeHEHUS» ABTITIOMCS:
HanuvUe y nayueHma npenapamos Gaxmopos céepmuvl8aHus
kposu (npenapam Haxo0umcs mam xe, 20e nayueHm), peute-
Hue 0 NpUMeHeHUU NPpenapama NPUHUMAEM NAUUEHM UL e20
POOCMBEHHUKU 8 COOMBEMCMBUL C PEKOMEHOAUUIMU BPAUd-2e-
MAmonoza, NayUueHm u/unu ezo poocmeeHHUKYU 00y1HeHbl Npasu-
JIAM XPAHEHUS U UCHONb30BAHUS NPENaparmos.

Heo6xo1MO0 1CII0/Ib30BaTh OUMIIEHHbBIE, BYPYCUHAKTIBUPO-
BaHHBIE IIpeIaparsl, U3TOTOB/ICHHBbIE U3 JOHOPCKOJ ITa3MBbl Yemo-
Beka, 13 rpymnibl «PakTopel cBeprhiBaHmst KpoBu» (B02BD mo ATX
Knaccudukanum) — mnasMarudeckue (GakTop CBepThIBAHMS KPOBI
VIII**, daxrop cBeprbiBaHus KpoBu IX**, dakTop cBepThIBaHMA
kposu VIII + daxrop Bunnebpanma**, aHTUMHTUOMTOPHBIIT KOAry-
JIAHTHBI KOMIUIEKC**), WM peKOMOMHAaHTHBIe (OKTOKOT anbda*”,
MOPOKTOKOT anbda**, HoHakor anbda**, anrakor anbda (aKTUBU-
POBaHHBIIN)*Y, cMMOKTOKOr anbga (pakTop CBepTHIBAHNA KPOBU
VIII genoBevecknii peKOMOVHAHTHBII)**, TOHOKTOKOT abda, Ty-
POKTOKOT anbda), Min peKOMOMHAHTHBIE KOHIIEHTPAThl (GakTOpOB
ceepTtbiBaHMA KpoBu VIII/IX ¢ HIpomOHIMpOBaHHBIM IEPUOLOM
nonysbiBefieHns (3MOPOKTOKOTr anba**, pypuoKToKor anbda mns-
roj1, anbyTpeneHoHaKor anbda) [1,3].

V paHee Helne4yeHbIX MALMEHTOB L€1€COOOPa3HO IPOBOUTH
Tepanyio (PaKTOpamMy CBEpTHIBAHUSA KPOBHU, M3TOTOBIEHHBIMU U3
TOHOPCKOVJI I/Ta3MBI MM peKOMOMHAHTHBIMY KOHIIeHTpaTaMu (ak-
TOpOB cBepThiBaHMst KpoBy VIII/IX 6e3 cMeHBbI Tepamun B TedeHNe
100 mHeit BBefeHUIT (IPY YCIOBUYM OTCYTCTBMSI BHIPAOOTKM MHIM-
6uropa). B HacrosIee BpeMs HET OCHOBAHMIL AJIsI IPEAIIOYTeHMs
TOJ VIV MHOJ TPYIIIB (PaKTOPOB CBEPTBIBAHNMS KPOBI: IIA3MaTH-
4YecKux (COEeprKallyX MM He cofepxkamux paxkrop Bumiebpanna)
W peKOMOMHAHTHBIX. [Ipy ymoBIeTBOpUTENbHOI 3¢ deKTUBHO-
CTU M TIEPEHOCHMOCTY IIOTY4aeMOl ITallieHTOM cneumbmqecxoﬂ
tepanuy cMena MHH ¢akropos cBeptoiBanus kposu VIII mmn IX
Ha IPOTsDKEHMY XXU3HM HeljellecoobpasHa.

IIpennodrenye MOMKHO OTHABaTbCA TOMY IIpemapary, KOTO-
pblit IIpyu paBHOU 3¢ PeKTUBHOCTH Tydllle BCETO IIePEHOCUTCS IIa-
IOVEHTOM, MMEET quu_me (bapMaKOKI/IHeTI/I‘{eCKI/[e I/IH,[[I/[BI/I,[[ya)II)—
Hble [TOKa3aTeny 1 Hanbonee yfoOeH B UCIIOIb30BAHNIM, UCXOMS 13
KOHKPETHBIX 06 BEKTUBHBIX ycnoBuii. I MHAMBMUYaNbHOTO TOJ-
60pa mpenapara BO3MOXXHO y YacCTH IAL[EHTOB NpoBeneHne dap-
MaKOKMHETUYECKOTO uccnenosanms [20,21].

Cmena MHH y KOHKpeTHOro IalyeHTa Ipy OTCYTCTBUU 3ape-
FI/ICTpI/IpOBaHHbIX HeXXeJIaTe/IbHBIX ABJIEHUN Ha BBE€OECHNME UCIIO/Ib-
3yeMOTO IIpenapaTa U yJOBJIeTBOPUTEIbHOM KIMHUYECKOM OTBETE
Ha Tepanmio BO3MOXHa 1ocie 100 SKCIIOSUIIOHHBIX IHEl BBeEJe-
HUA PaKTOPOB CBEPTHIBAHVSI KPOBHL.

Vcnonb3oBaHue HEOUMINEHHBIX IIPeNapaToB iA HpoguIak-
TVIKY VIV JI€9eHVsI KPOBOTEIEHIIT IIpY reMOGIINI — KOMIIOHEHTOB
KpoBU (CBEXXe3aMOPOXKeHHOI! IIa3Mbl WM GaKTOpa CBEPThIBAHMUA
kposyu VIII** B tekapcTBeHHOI hopMe pacTBOpa i MHQy3uii [3a-
MOPOXKEHHOTO]) — BO3MOYKHO TO/BKO B C/Ty4asX, KOI/Ia HelOCTYIeH
(bakTOp CBepTHIBaHNU KPOBH, U He JO/DKHO SIBIATbCS HOCTOAHHOM
mpakTukoi [20,21].

3.2 JleueHune KpoBOTEYEHUI

Pacyer m03bl (haKTOPOB CBEPTHIBAHUS KPOBU U IIPOTOTIKMU-
TE/IBHOCTD JIEYEHVsI IPOBORUTCS MCXOAS U3 IIEJIEBOTO 3HAYEHVIs
aKTUBHOCTU JiebUIUTHOTO (paKTOpa U BUAa KPOBOTeYeHUsA (CM.
nputoxenve A3.1).

Bo Bcex cmy4asx HeOOXOAMMO Cpasy UCHOIb30BATb OCTATOY-
HYIO 103y U COOIIOfaTb KPaTHOCTDb BBefleHMs Ipenapara [3,22]

Vicnionb3oBaHMe HeEafeKBAaTHO HM3KOM MO3BI M Hecobiome-
HUe peXuMMa BBeIeHNs MPUBOAUT K CHIDKeHUIo 3ddekTuBHO-
CTU, YXYALIEHNIO COCTOSHMS ¥ YBEIWYEHUIO PAacXofia Iperapara.
HeapiexBaTHO BBICOKAsI [j03a MOXKET IIPUBECTU K Pa3BUTUIO TPOM-
6030B 11 HEOIPaBJAHHO [IOBBIIIAET PACXO/ IIperapara.

Y Bcex MalUeHTOB ¢ reMo(uIneli, y KOTOPBIX HeT NaHHBIX 00
VHAMBYUAYAIbHBIX OCOOEHHOCTSX (apMaKOKMHETUKU, PEKOMEH-
[OBAaHO MCIIO/Nb30BaHNE YCPEHEHHBIX 03, NPUBENEHHDBIX HIDKE
[1,3,22-24]:

« pacueT 103bl (akTopa cBepThiBaHUs KpoBy VIII**/okTOKOTr
anbda**, MopokTokor anbda**, cumokToKor anbda (dhakrop
cBepreiBaust KpoBu VIII gemoBedeckmit peKOMOMHAHT-
HBIN)**, TYPOKTOKOT anbga, TOHOKTOKOT anbga, 3(MOpPOK-
TOKOT anb¢a**, pyprMOKTOKOr anbga MIron A/s MAeHTOB
crapiue 1 ropa: gosa (ME) = macca tena X (Tpebyemas akTuB-
HOCTb — 06asajbHasA aKTUBHOCTD) X 0,5.

pacuer fo3bl pakTopa cBepThiBaHMsA KpoBu VIII**/okTokor
anbga**, MOpOKTOKOr anbga**, cuMokToKor anbga (pakTop
ceprbiBaHya KpoBu VIII denoBeyeckmil peKOMOMHAHT-
HBIIT)**, TYpOKTOKOr anbda, 3pMOpOKTOKOr ambda**, py-
PMOKTOKOT a/b(a IIroN y AeTell IepBOro Tofja SKMU3HML: 03
(ME) = macca tena X (Tpebyemass akKTUBHOCTb — GasanbHas
AKTMBHOCTD).

« pacuyeT mo3bl QakTOpa CBepThIBaHUS KpoBM IX**/HOHaKor
anmbda**/anbyrpenenonakor anbda: gosa (ME) = macca rena
X (TpebyeMas aKTUBHOCTD — 6a3a/jbHasA aKTUBHOCTD).

« ipu BBefleHVy 1 ME/Kr mMacchl Tena manyeHTa aKTMBHOCTD
FVIII nossluaeTcs, B cpegHeM Ha 2%(y MAI[MEeHTOB CTapiie
roga) (Boccra"osnenne aktusHocTy FVIII - TecT BoccTaHOB-
nenns = 2), FIX - B cpenrem Ha 1% (TecT BoccTaHOBIEHMA = 1).

Y meTeil IepBOro rofia >KM3HU CTeNIeHb NMOBbIIIEeHN s aKTUBHO-
ctu FVIII moxeT 6bITh MeHbIIE — 1%.

Yposens ybegurensHoCTH pekoMeHparuit C (ypoBeHb HOCTO-
BEPHOCTM HOKA3aTeIbCTB — 5)

Kommenmapuu: 6 npenapamax co cmandapmuoim nepuooom
nonysvieedeHus nepuod nonysvieedenus FVIII** cocmaensem
okono 8-12 uacos, nepuod nonysvisedenusi FIX** cocmaensem
oxono 24 uacos. Ilepuood nonysvieederus FVIII** 6 npenapamax
C NPONIOH2UPOBAHHBLM NePUOOOM NOTTY6bi6e0eHUS yenuHeH 6 1,3
u 6onee pas [25], nepuod nomysvieedeHus andympeneHoHAKO2
anvpa ysenuuer 6 3,5-4 paza (00 95,3 uacos y 63pocnvix u 00
86-89 uacos y demeii pasnuuroeo so3pacma). IIpumenenue npe-
Napamos ¢ NPOLOH2UPOSAHHBIM NEPUOOOM NOJLYBbLeeOeHUS 6 Pe-
Hume no mpebosaHur 00NycKAemcss Monvko 07 NAUUEHIOS,
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NOMYHAOUWUX PeYTIAPHYI0 NPOPUAAKIMULECKYIO 3aMeCNUMent-
Hy10 mepanuio daHHbIMU npenapamamu (8 cryuae 603HUKHOBe-
HUST KPOBOMEUeHUST UNU NPU NPoBedeHU UHBA3UBHVIX BMeUUd-
menvcma) [26].

B HEKOTOPBIX CTy4Yasix, HAIPUMeD, TPV MHAVBUYaTbHbBIX 0CO-
6eHHOCTSIX (PapMAKOKMHETUKN B OTCYyTCTBME MHrHburopa x FVIII
i FIX), BO3SMOXXHO IpuMeHeHMe 6ojee BBICOKMX 03 (aKTOpOB
csepreiBanust Kposu (B02BD no ATX kmaccnukanum) [is Kynu-
POBaHMUs KPOBOTEYEHMIL.

YunrsiBast BapuabenpHOCTh (papMaKOKMHETNIECKNX ITO0Ka3a-
Te/eil y KaX/JOro KOHKPETHOTO IAleHTa, 3aMeCTUTeIbHAs Tepa-
nust TpebyeT KIMHMYECKOTO 1, IIPpU HeoOXOAMMOCTH, 1abopaTop-
HOTO KOHTpOo/si. KIuMHMYecKnit KOHTPONb HO/KEH IPOBOAMUTHCSA
BPavyOM-TeMATO/IOrOM Py OOpAIeHNM ITAlMeHTa, POJUTEIMI
U CaMUM TAIMEHTOM IIOCTOSHHO. B OCHOBe K/IMHMYECKOTrO KOH-
TPOJISL JIOKUT OL[eHKA AVMHAMUKM FeMOPPArMYecKUX MpPOsIBIEHNIT
1 ee COIOCTaBJIeHMEe C IPOBOAVMMON 3aMEeCTUTEIbHON Tepamue.
JIabopaTOpHBII KOHTPO/Ib IPOBOAMUTCS IUIAHOBO 1 pas B rog u
BK/II04aeT onpepeneHne AYTB, aktuBHOCTY AepUUNTHOTO BaKTo-
pa B KpOBU U Hajm4ue ero MHruburopa. BHertaHoBblit maboparop-
HBIII KOHTPOJIb IIPOBOAMTCA Y 0OpalljeHN I TALYIeHTa 110 IOBOAY
cHKeHns: 3 PeKTMBHOCTY IPOBOAMMOI Tepammy M BKIIIOYAET
ompepenenne AUTB, akTuBHOCTM AedULUTHOrO PaKTOpa B KPOBU
1o ¥ Yepe3 30 MUHYT IIOC/Ie BBEIEHNsI pacyeTHOI HO03bI IperapaTa
(TecT BoccTaHOB/IEHMA), HamM4re MHIMOUTOpa. B psane cnydaes fo-
MIO/THUTEIBHO TIPOBOAUTCS (apMaKOKMHETNYECKOe VICC/IEOBaHIe
c onpepnenenneM akTusHocTy FVIII/FIX 10 HECKOMBbKMM TOYKaM ¢
LIe/IbIO0 OIIpefie/IeHNs BpeMeHM [OY>KU3HM IperapaTa. [Iis oleHkn
Pe3yIbTaTMBHOCTY FeMOCTATHYEeCKON Tepannuy BO3MOXHO Y 4acTu
[IALMEHTOB IPOBeJeHe MHTETPAIBHOTO TeCTa - TPOMOO3IacTorpa-
¢unm [1,3].

3.3. Mpodunaktnyeckoe neveHue

[TpodumakTyeckas Tepanus — Heo6XoaUMOe YCIOBUE COXPa-
HeHMsA QU3NYECKOTO M IICUXOIOTMYECKOTO 3J0POBbA IIAIMEHTOB C
TSDKEIION M CPeIHETSDKENION reMobumeit.

ITpodumakTrKa 3aKIH0YAETCS B CUCTEMATUYECKOM IIPUMeHe-
H1M PaKTOpPOB CBEPTHIBAHMS KPOBMU MM AMULM3yMaba** (mocmep-
HUIT TOBKO /IS MALIMEHTOB C TsDKeol dopmoit remodumun A) ¢
L|e/IbI0 TIPEOTBPAIeHNs] KPOBOTEUEHUIT U Pa3BUTHs TeMOQIIN-
Jeckoit aprpomarun. [IpodunakTndeckas Tepamusi, KOTOpas Ha-
YJMHAETCs IPY OTCYTCTBUY IIPU3HAKOB HOBPEX/EHMS CYCTABOB, 10
TPEeXJIETHETO BO3PACTa I, XOT ObL, O BTOPOTO SMMU30/a [eMapTpo3a
HA3bIBAETCS IIEPBUYHOIL.

IlepBuyHast nmpodumakTrka sBsieTcs Haubomee 3¢¢eKTus-
HOJl [yIsl NPEJOTBPALIEHNUS MOPKEHUS ONOPHO-BUIATEIBHOTO
ammapara. Pererye o Hagasie IOCTOSIHHOI IPOGNIAKTIIECKOI 3a-
MECTUTE/IbHOI Tepanuy HeOOXOAMMO IIPUHUMATD C YIETOM COCTO-
SIHUSL BEHO3HOTO JocTyIa. [Ipy HEOOXOAMMOCTI MOXKET PELIaThCs
BOIIPOC 00 YCTAQHOBKE LEHTPANbHOTO BEHO3HOIO KaTeTepa, KOTO-
PBIiTl MOYKET GBITh MMIUIAHTUPOBAH Y UCIIO/Ib30BAH TOBKO B CITyYae
BO3MOXHOCTY 00€ecIieueH s afleKBaTHOro obecrieveHnsi HeoOXOmu-
MbIMY PAaCXOJHBIMY MaTepUaIaMy, YXOfia ¥ HaOMIOieH NS TTAlieHTa
[0 MECTY XXUTEIbCTBA.

Bropuynas npodunakTuKa HadMHAETCA MTOCTIE IBYX 1 Oortee
reMapTpO30B NpU HalIM4YUM MMHMMAJIbHBIX IPU3HAKOB IOBPEX-
feHust cycrasa. TpeTudHas mpoduIakTika Ha3HavYaeTcs: B M0O0M
BO3pacTe IpY HAIMYMU MOBPEX/EHNA CycTaBa/cycTaBoB. MoxkeT
OBITb IIOCTOSTHHOIL M/IU KPATKOCPOYHOI ([IePUOANIECKOIL).

ITpodunakTydeckas Tepanus He YCTPaHAET yXe pasBUBIIee-
csl TIOBPEX/JEHME CYyCTaBa, HO YMEHbIIAET YaCTOTy KPOBOTEUEHMI
U MOXET 3aMEIIUTh IIPOrPeCCUPOBAHNE APTPOIIATUM U YIYIIIUTD
Ka4eCTBO YKM3HU.

INokazaHmsAMM [AJIs1 IPOBENEHNs] HMOCTOSHHON HPOdIUIaKTH-
4eCKOJ1 3aMeCTUTE/IbHOJ Tepanyu (GaKTOpaMy CBEPTHIBAHMUSA KPO-
Bu (B02BD mo ATX xnaccnbuxanum) sBISIOTCS: TsDKenas popma

remobuny, cpegHeTsDKenmass ¢opma reMobUINN NpU PasBUTUN
XOTs GBI OHOTO 3MM30/la TeMapTPO3a MM BHIPAKEHHBIX FeMOppa-
TUYeCKVX IPOsB/IEHNIT APYToil ToKamusarym. IlanueHram ¢ akTuBs-
HOCTBIO (haKTOpa >5% MOCTOAHHOE WM JIUTEIbHOE IPOQUIAKTH-
YecKoe JIeueHye HeOOXOMO TIpY HOBTOPHBIX KPOBOMSIMSHISAX B
CYCTaBBI, TOSAB/ICHNM IIPM3HAKOB CHHOBUNTA VI aPTPOIATHUN, BBI-
P@XEHHBIX TeMOPpParn4ecKux IPOsIBIEHNAK, TPEOYIOLIMX JACTHIX
BBefieHnIT paKTOPOB CBEPTHIBAHNS KPOBM.

Jna oueHkn 3GGeKTUBHOCTU U pellleHNA O HeOoOXOAMMOCTHU
KOPPEKIUM peXuMa MpOQUIAKTUKY PEKOMEHJOBAHO KOHTPO/IN-
poBaThb KIMHUYECKU ¥ TabOPAaTOPHO IPOBOAVMYIO NMPODUIAKTHU-
4ecKywo Tepamuio. IIpy KIMHMYecKOM KOHTpPOJIe, pellleHie O Heflo-
CTaTOYHOI 9P PeKTUBHOCTI NPODIIAKTUYECKON 3aMeCTUTEIbHO
Tepanmy IPUHUMAETCA B CIIy4asx: Oojee 2 SNM30/I0B CIIOHTAHHBIX
reMapTpO30B B TOfl, IIOSIB/IEHNsI IIPM3HAKOB XPOHMYECKOTO CUHO-
BUUTA VIV IPOTPECCUPOBAHMI ApTPONIATUY, BOSHUKHOBEHNA JKU3-
HeyTpOXKaIoIUX KpOBOTeueHMIt. JITabopaTOpHbI I KOHTPO/Ib 3aK/TI0-
YaeTcsA B ONpEe/eHNM OCTATOYHON aKTMBHOCTHM (paKTopa Iepen
ClIeyIolmuM BBeleHMeM (O/DKHaA ObITh He HIDKe 1%), KOHTpOTIe
HAIMYMsI MHIMOKTOPA, 1, IT0 BO3MOXXHOCTH, B IpOBefeHnn (apma-
KOKMHETNYeCKOT0 MCCTIefOBAHNA.

JIy1s1 1TabopaTOPHOrO MOHMTOPMHIA TEPAINMU CIeAYyeT VUCIIONb-
30BaTh aHA/IU3, YTBEP)K/JCHHBIIT [I/Is1 KOHKPETHOTO IIperapaTa, Ipu-
MeHs1eMOro s jedeHus. [is mrasMarudeckux (akToOpoB CBep-
ThiBaHMA KpoBu VIII**/IX**, peKOMOMHAHTHBIX KOHIIEHTPATOB
(akTOpOB CBepTHIBaHMA KpoBU (OKTOKOT anbga**, MOPOKTOKOT
anbga**, HoHakor ambda**, snrakor anbga (aKTMBMPOBAHHBII)YY,
cuMOKTOKOT anbga (dakrop céproiBanusa kposu VII yemoBede-
CKUIT peKOMOMHATHBIIT)*¥, TOHOKTOKOT a/bda, TYPOKTOKOr anbga)
1 GaKTOPBI CBEPTBIBAHNSA KPOBH (PeKOMOVHAHTHBIX KOHIIEHTPATOB
(akTOpa CBEpTHIBAHUA KPOBM C IMPOJIOHIMPOBAHHBIM IIEPMOKOM
nonysbiBefeHns1)(3pMOpoKTOKOr anbda**, pypuOKTOKOr anbda
II9TO7I, a7I0YTpelleHOHAKOT anb(da) PeKOMEHYeTCs MCIIONb30Ba-
HIe OJHOCTA[VIITHOTO VI XPOMOTEHHOTO MeTopha. [l IareH-
TOB, MOTYYALINX SMULUSYMA0**, IpU OIpefe/leHny aKTUBHOCTI
FVIII u tutpa nurnéuropa FVIII pekoMeHyeTcs MCHOIb30BATh
XPOMOTEHHBIIT MeTOf, ¢ ObrdbyMU (aKTOpaMu KpoBuU. PesymbraTe
ofHOCTanMitHoTO MeTofa onpenenerna AYTB y manuenTos, momy-
YaIOIMX SMUIU3YMa0**, 6YAYT UCKaXKEHbI U3-3 TOTO, YTO B OT/IN-
uye ot FVIII smunusyma6** He TpebyeT akTuBaLMy TPOMOVHOM
st cBsA3K ¢ cybcTparamu. Kak ciefcTBume, Bce TeCThI, OCHOBaHHbIE
"Ha AYTB, BxIo4as ogHOCTamuiiHbl aHamn3 akTuBHocTy FVIII u
oIlpefieNieHNe TUTpa UHIMOUTOpa MeTofoM Beresga OynyT maBaThb
VICKa)KeHHBIE Pe3y/IbTaThl. DTO HEOOXOVMO YINTHIBATD IPY Ha3HA-
YeHNUU U UHTEPIPeTALUM Pe3y/IbTaTOB TaOOPaTOPHBIX TECTOB Y Ia-
LIVIEHTOB, MTOTYYaoLINX SMULU3YMa6**, i TeX, KOMY IIpenapar Obl1
OTMeHeH MeHee 6 MecsleB TOMY Hasaf [43,44].

[IpuunHaMy HemZOCTaToYHO 3((EKTUBHON 3aMeCTUTENbHOM
npodUIaKTUIeCKOI Tepanuy MOTYT ObITh: pa3BUTIE MHIUOUTOpPa
K GaKTOpy CBepThIBaHIA KPOBY, Ha3HaYeHIe HeOCTATOYHOI [O3bI
U/WIM KPAaTHOCTY BBEIEHUs, HECOOMIOIeHNIe peXXuMa BBefleHMs 1
[O3MPOBOK IALIMEHTOM U PORUTEAMM, MHAUBUAYaIbHbIE OCOOEH-
HOCTY IalYieHTa, TpeOyolye IpuMeHeHMs Oojee BBICOKMUX 103
uan 6ojee 4aCTOTO BBEfeHNA Iperapara.

Penrenyie o MoOBBIIIEHNY O3Bl WM KPATHOCTYU BBeIEHMA IIpe-
HapaTa IIpu NpoUIAKTUYECKOI Tepalni JO/DKHO ObITh IIPUHATO,
eC/M MMEIOTCA OOBEKTUBHBIE KIVHWYECKMe WIN TabopaTopHbIe
IaHHbIE O ee Hed(PPEKTMBHOCTI.

Bcem mamuenTam c TspKenoit popmoii remodynn u/wim ¢
TKEIBIM KIMHIMYECKNM (peHOTUIIOM 3a00/IeBaHM PEeKOMEHO0-
BaHO IIPOBeJieHNe TePBIYHOI MPOGIIAKTUKIY C LIeTbIo MIpeoTBpa-
IeHNsI PasBUTHA TeMODMINYECKON apTPONATUy U VHBAIUAU3A-
LIV TalyenTos [4,11].

YpoBeHb ybenuTenbHOCTH peKoMeHpanuit C
(ypOBeHb JOCTOBEPHOCTH HOKA3aTeNbCTB — 4)
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ITanyeHTaM ¢ YacTBIMM HOBTOPAIOIMMUCA KPOBON3TUAHN-
AMM B CyCTaBbI (0COO€HHO MalMeHTaM, MIMEIOIUM CyCTaBbI-MM-
LIEHU) PEeKOMEHJOBAHO IIPOBefeHNe BTOPUYHON VMINM TPETUIHOI
npodunaktuku [20,27].

YpoBeHb yOennTeIbHOCTHU peKOMeHanuit B

(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 2)

PekoMeHAyeMBIM PpeXMMOM NPOQUWIAKTUKU  SABIAETCA
[7,20,22,24,28-32]:

o manyenTaM ¢ A - nHQysua daxkropa cBepTbIBAHUA KPOBU
VIII** (mmasmarmdeckoro ¢axkTopa CBEPTBIBAHUA KPOBU
VIII) / mopokTokor anbga**, cumokTokor anbga (dpakTop
cBepreiBanust KpoBu VIII gemoBeveckmit pekOMOMHAHT-
HBIIT)**, TypokToKor anbda B fo3e 25-40 ME/kr 1 pa3 B 2 nHs
wi 3 pasa B Heflenio; MHQy3usi OKTOKOra anbda** y mereit
Mmapgie 6 net B fose 20-50 ME/kr 3-4 pasa B Hefento, 1A
nanuenTos 6 net u crapue 25-40 ME/kr 1 pa3 B 2 gus win 3
pasa B Hefie/o, MHQY3Ms IOHOKTOKOTa anbga y AeTeli MIaje
12 et B go3e 30-50 ME/kr 2-3 pa3a B Hefieo, A1 TaLlMIeHTOB
12 net n crapure 20-50 ME/kr 2-3 pasa B Hefiento; MHQY3uA
apmopokTokora anbda** B gose 50 ME/Kr ¢ 3-5-HHeBHBIM
MHTEPBAJIOM, 103a 1 KPATHOCTD BBEfIEHIS MOXKET OBITb CKOP-
PEeKTHpOBaHa Ha OCHOBE OTBETA IIAIlMeHTa B IUala3oHe OT 25
no 65 ME/kr; uHbYysusa pyprOKTOKOra anbda Isron y eTeit
mmapgure 12 et B fose 55 ME/kr 2 pasa B Hefjento, 414 many-
enToB 12 net u crapute 40-50 ME/kr 2 pasa B Hefieno.

« marueHTaM ¢ I'B - un(ysua daxropa cBepThIBaHMA KPOBU
IX** B gose 25-40 ME/xr 1 pas B 3 gHA win 2 pasa B Hefle-
mo; MHQY3usA HOHAaKoT anbga** 40-50 ME/kr 1 pas B 3-4 gua
(#HOoHaKor ampda st getet Ko 6 et — 2 uHdysnn B Hefme-
mo, 33-87 ME/xr [32]), undysns anbyrpenenoHaxor anbda B
mose 35-50 ME/Kr opuH pa3 B HefleIo.

YposeHb ybegurenbHOCTI pekoMeHpaarmit C
(ypoBeHb JOCTOBEPHOCTH JOKa3aTeNlbCTB — 5)

Kommenmapuu: npu Odonzocpounoti npogunaxmuxe anby-
MPeneHonaKkozom anvda HeKOmopuiM B3POCTIM NAUUEHMAM
(cmapwe 18 nem) ¢ eemogpunueti B, y xomopuvix docmuenym
KOHMPObL KPoBomeueHUll npu 66edeHuu npenapama o0uH pas
8 Heden, MONHO HA3HAYAMb npenapam 6 0o3uposke 0o 75 ME/
ke ¢ unmepsanom 6 10 unu 14 OHeti, 803m0xHO OanvHeliuiee
yeenuueHue UHMePBAnos 68edeHus (maxcumanvHo — 0o 1 pasa
6 21 Oenv). Y nayuenmos 0emckozo 603pacma peKomeH008aH-
Hulil pexcum do3uposarust cocmasnsiem om 35 00 50 ME/xe 00un
pas 6 Hederio.

IIpn mpodmnakTNIecKoM edeHN) HOHAKoroM anbda** y me-
Tel Majuie 12 jieT, B 3aBUCUMMOCTY OT MHAVIBUYanbHBIX 0cobeH-
HocTell papMaKOKMHETUKY, BO3PACTa, TUIA KpOBOTedeHumIt, Gpusn-
YECKOJ aKTUBHOCTH, B HEKOTOPBIX CIy4asAX MOTYT UCIIO/Nb30BAThCA
6oree BBICOKIE JO3BI MIV YKOPOUCHHBI/ IHTEpPBaJl BBeIEHNA IIpe-
mapara [33]

ITpodunakTiyeckoe BBefieHNe MOOOTO Ipemapara JIydlle
IPOBORUTD YTPOM, YTOObI MaKCHMasIbHas aKTUBHOCTD (akTopa B
KpOBM Obl/Ta B Iepyoj Haubo/blIeil akTUBHOCTI. IIpoToKoN mpo-
BelleHMs1 MPO(IIAKTUIECKON Tepanuy HAO/DKeH OBITb MHAMBUIY-
aJIbHBIM, HACKO/IBKO 3TO BO3MOYXHO, B 3aBMCUMOCTM OT BO3pacTa,
BEHO3HOTO JOCTYIa, GpeHOTHIa KPOBOTeUeHMII, aKTUBHOCTH (ak-
TOpa, KOMOPOMIHOCTY, COIMAIBHON aKTUBHOCTY TAIIMEHTa M 0CO-
6eHHOCTeI (hapMaKOKMHETUIECKOI KPUBOIL. B HEKOTOPBIX crry4asx
(TIpM TIOBBLIIIEHHOM TpaBMaTM3Me, MHAVMBUJYalIbHBIX OCOOEHHO-
cTsX (apMaKOKMHETUKM B OTCYTCTBUe mHruburopa k FVIII) Bo3-
MOXKHO IIpMMeHeHue 6oyee BBICOKMX /103 (paKTOPOB CBEpPThIBAHMA
kpoBu (B02BD mo ATX knaccudumkanyn) mist mpopuIakTUIecKoro
Jie4eHns.

[ manueHTOB C TsKenoil ¢opmoit remopunum A pexo-
MEH/[OBAaHO IPOBefeHNe MPOPUIAKTIIECKOTO JIeUSHNs IMULIN3-
yMaboM**: HarpysouHas 703a 3 MI/KT Macchl Te/la - 4 BBE[EHUs C

VIHTEPBAJIOM B 7 JHE, C IMOCNAENYIOMMM PEeTylIsAPHbIM BBEJEHMEM
Ipemnapara B fose 1,5 MI/Kr 1 pa3 B Hefie/mio In 3 MI/KI Macchl Tea
1 pas B 2 Hegenu [34].

YpoBeHb yOequTenbHOCTI peKOMeHparmit B

(ypoBeHb JOCTOBEPHOCTH HOKa3aTeNIbCTB — 2)

Kommenmapuu: smuyuzyma6™* npedcmasnsiem coboii 6ucney-
uuuHoe 2yMAHUZUPOBAHHOE MOHOK/IOHAIbHOEE AHMUMENO,
ceasviearouee akmusuposannviii FIX ¢ FX u eocnonusawouee
Pynkyuu axmusuposanrozo FVIII. Ha Oeticmeue smuyusyma-
6a** ne enusem xonyenmpavus FVIII u nanuuue uneubumo-
pa K Hemy. Pewenue sonpoca o npumerenuu smuyusymada**
NPUHUMAETNCS TIEYAUSUM BPAHOM C YHemOM O0NOIHUMENbHDIX
paxmopos (6eH03H020 00CMYyNna, KIUHUUECKO20 meueHUs 3a00-
7Ie6AHUS, HAUMUS GPMPONAMUU, KOMNAAEHIMHOCMU U KOMOD-
6uoHocmu nayuenma). BosmoxHo npumernerue y nayuenmos
71106020 603pacma. IMuyusymad** 6600uUmcs nOOKOHCHO, 6b160p
mecma Oni UHBeKUULU credyem 02paHUUUmMy peKomMeHO008aAHHbI-
MU yuacmxamu: 001acms Kue0ma, 6ePXHAL HACHb HAPYHCHOU
nosepxuocmu naeua u 6edpo. Ilpu 603HuKHOBeHUU KPOBOHEHe-
HUS npu nposedeHu nPoPunaKmuxy dImunusymadom** neo6xo-
OuMo 0ononHUumenvHoe 86edeHue PaKmopa ceepmoi8aHus Kpo-
su VIIT** (npednoumumenvro)/okmokoz anvda™**/mopoxmoxos
anvpa**/cumoxmoxoe anvpa (paxmop ceepmuvi6aHus Kposu
VIII uenoseueckuii pexomOuUHaHmMHbwiil)**/mypoxmoxoz anvga 6
CMAaHOAPMHBIX 003UPOBKAX.

3.4. OcobeHHOCTY NpoBEeAEeHMA reMOCTaTUYECKON
Tepanuu B 3aBUCUMOCTU OT JlIOKaM3auum
KpOoBOTeYeHUs

Ins magueHToB ¢ reMOQUINel C reMapTPO3aMiu 1 KPOBOM3-
MUAHUAMM B MBIIIIBI PEKOMEH/J0OBAaHO He3aMeJ/INTe/IbHOe HavyajIo
3aMeCTUTE/IbHOI Tepamnui, OC/Ie BOSHUKHOBEHMS IEPBBIX CYOBeK-
TMBHBIX CHUMITOMOB (6071, YyBCTBa pactmpanus, auckomdopra,
orpanmdenus ¢pyukym)[3,23].

YpoBeHb ybeguTenbHOCTU pekoMeHparmit C
(ypoBeHb JOCTOBEPHOCTH JOKA3aTeNIbCTB — 5)

Kommenmapuu: KposousnusHus 6 cycrmagvl HPOSEATIOMC
ouckomgpopmom, 607vi0, HApyueHUeM PYHKUUY, GIOKMyayu-
eil. [emamomvl max e, Kax u eeMapmposvl, CONPOBOHOAIOMCS
60n1e6bIM CUHOPOMOM, HAPYUleHUeM PYHKUUU O0P2aH06 U/usu
koneurocmu. Kposousnusnus Haubonee onacHvl 6 y4acmkax,
20e OHU MOZym HAHeCMU YulepO HepeHO-COCYOUCMOIl cucmeme
(n008300wHAS, UKPOHONHAS U OP. MbIUULLBL).

ITpu pasBUTUY BBIPRXKEHHOTO OOTIEBOTO CMHAPOMA BO3MOXHO
[IpOBeJieHNe KPATKOBPEMEHHOI MMMOOMIN3AINI, KOTOPask JO/DK-
Ha CHUMATbCs Cpasy I0C/Ie IpeKpalieHns 6oel.

IIpn 6omeBoM CHMHApPOME MOKAa3aHO JICIIONb30BAaHME MECTHO
rUInoTepmMuy Ha 15 — 20 MMHYT KaXxzple 4 — 6 9aCOB TOJIBKO B TeYe-
Hl€e TIEPBbIX CYTOK.

Peabunurauyonnsle Mmepompusituss u JIOK menecoobpasHo
Ha4MHATh IT0C/Ie IIpeKpallleHNst 60/IeBOT0 CMHAPOMA, YYUTBIBAS JI0-
KaJIbHBII CTATyC MeCTa IOBPEXIEHM.

Eciy manueHT He MOTy4aeT MOCTOSIHHOE MPOGUIAKTIHIECKOe
7edeHye, IOC/Ie KYINMPOBaHMsA KpPOBOTEUEHMsA IIOKa3aHa KpaT-
KOBpeMeHHas TPOQIIAKTIKA, 0COOEHHO Ha BpeMsl peabumrarmi.

Ilynkumm cycraBa ¢ acnmpanueil COfIepKMMOIO IOKa3aHbI
pu: TeMapTpo3e ¢ 60IeBbIM CUHPOMOM, IIPY HAIMIMU OOIBIIOTO
0b6beMa KPOBU B IOJIOCTH CYCTABa, IPY IPU3HAKAX Pa3BUTHS THOI-
HOT'O apTPUTA, Pa3BUTUY Ha OHE reMapTpo3a HEPBHO-MbILIEYHBIX
HapyLIeHMI.

JInsa manyeHTOB ¢ reModuINeli C YepeITHO-MO3T0BOI TPaB-
MOt IU B TI000M APYTOM ClIydae IMpu MOJO3PEHNN Ha KPOBOU3-
nmuanne B ITHC pexoMeHI0OBaHO He3aMefIUTENbHOE HAYA/IO 3aMe-
CTUTE/IBbHOI Tepanuy [0 IpOoBefeHns AuarHocTuku [1,3,23].
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YpoBeHb ybenuTenbHOCTH peKoMeHpanuit C
(ypoBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

Kommenmapuu: nobas uepento-mo3z208as mpasma y nayuen-
mMoe ¢ eemopunueri Moxem 6ectnu K pa3sumulo 6Hympuepen-
HOo20 KposousnuaHus. Tpasma cnuHbl Moxcem npusecmu K Kpo-
B0OU3IUAHUIO 8 CHUHHOMO3206011 KaHan. Kpome moeo, 603moxcHbL
cnonmannvle kposousnuanus 6 LIHC. IIpusnakamu sHympuue-
pentozo KpOSOUSTUSHUS ABNIAIOMCA: COXPAHAOUAACT U HAPAC-
Mawnuas 20106HAs 607b, COHAUBOCMNb, HEMOMUBUPOBAHHOE
6ecnoxoiicmeo unu 3amopMONeHHOCHb, NOBMOPHAS Peoma
UnU cpoleusanue, 0py2as 04azo8ast Unu 00u,as HeeponoeUtecKas
CUMNIMOMAMUKA.

¥ neteli HepBbIX MeCALEB )KM3HI BO3MOKHBI KDOBOM3/IMAHMA C
MIHUMAa/IbHBIMY CYMIITOMAaMU WM 6eccuMITOMHbIe. [laxke MUHM-
ManbHble kpoBousmuAHMA B LJHC aBnAioTCA XU3HEYrpOXKaIOLy-
MM, TPeOYIOT SKCTPEHHON TOCIMTAMN3ALNM, VHTEHCUBHOI 3aMe-
CTUTETIbHOM Tepanuu 1 He3aMenauTenbHoro nposefenus KT mmm
MPT ronosHOro mMosra.

Pemenne Bompoca O XMPYprU4ecKoM J€4eHMM ITalIEHTOB
C BHYTPUYEPENHBIMYA KPOBOUSNUAHUAMIU IPUHUMAETCA KOJUIETU-
aJIBHO C YY4ETOM COIYTCTBYIOIVX 3a00/IeBaHMIl.

Jna manyueHToB ¢ reModuaneil Mocae KPOBOMSINAHUA B
ITHC pexoMeH/[0BaHO MpoBefeHye MPOGIIaKTUYeCKOI Tepaun B
TeyeHue 3-6 mecaues [1,3,23].

YpoBeHb yOeauTenbHOCTH peKoMeHpanuit C
(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

JInsa manyeHToB ¢ reModuIneii ¢ KPOBOTEUEHMEM M3 SKemy-
JOYHO-KIIIEYHOTO TPAKTa PEKOMEHIOBAHO He3aMe[INTeNbHOe
Haya/lo 3aMeCTUTENbHON Tepalny, a TakoKe Tepamyus aHTU(UOpu-
HONMMYeCKUMI cpeficTBa (MHrMObMTopamu ¢ubpunHonmnsa; B02A mo
ATX xmaccuduxalmm) u edeHne MeCTHOTO IIpoliecca, IpyBefILe-
O K pasBUTHIO KpoBoTedenns [1,3,23].

YpoBeHb ybeguTenbHOCTU pekoMeHpaarmit C
(ypOoBeHb JOCTOBEPHOCTH JOKa3aTeNIbCTB — 5)

Kommenmapuu: ocmpoie xposomeuernuss uz JKKT moeym npo-
SBAAMBCS 8 BUOE KPOBABOTI PBOMDBL, PBOMbL «KOPETiHOTI 2yu4eti»
UMY C NPONCUNKAMU KPOBU, KPOBAHUCIIOZ0 CINYNIA UNU MeTIeHblL.
Xapaxmepna pesxast cnabocmy, yuawseHue nynvcd, naderue AJl,
Cyxocmv 80 pmy, 671e0HOCHb KOKCU.

Kposoteuenns us JKKT pasBuBaroTcs, Kak mpaBuio, Ha (poHe
conyrcTpylomeit nmaronorun JKKT: asBenHas 6071e3HB, 3po3uN,
IIO/IATIBI, BOCTIA/IATEIbHbIE 3a007IeBaHNsT KUIIeYHUKA U Ap. Takue
KPOBOTeUeHMsI SIB/LIIOTCS HKM3HEYTPOXKAIOLMMY, TPeOyIT 3KC-
TPEHHO TOCIIUTANN3ALMY Y HEMEJIEHHOTO IIPOBEJieHMs ajieKBar-
HOJI 3aMeCTUTE/IbHOI Tepanmin.

HeobxopyuMa cpodHasi AMAarHOCTMKA JMCTOYHMKA KPOBOTEde-
HUS, JUISL Yero MPOBOAUTCS KOMIUIEKC HEOOXONUMBIX AMATHOCTU-
YeCKMX MepOIIPUATHUIL C UCTIO/Ib30BAHMEM IHJOCKOIIMYECKNX, Tyde-
BBIX, Y/IbTPa3BYKOBBIX 11 IHBIX METOJOB.

Criepyet pery/isipHO KOHTPO/IMPOBATD II0Ka3aTeny o61Iiero aHa-
Nu3a KPOBU U, IPY HEOOXOAUMOCTH, IPOBOAUTD JIeY€HVIe AaHEMUIL.

[ maInuenToB ¢ reMo@uIVeil C IIOYeYHBIM KPOBOTEYeHN-
€M PEeKOMEH/IOBAaHO He3aMe[IMTeIbHOe Hadalo 3aMeCTUTETbHO
Tepanuy, coOofeHNe OCTEMBHOTO PeXXuMa B IepBble 48 yacoB
[1-3,23].

YpoBeHb yOequTenbHOCTU pekoMeHpaarmit C

(ypoBeHDb JOCTOBEPHOCTH JOKAa3aTeNIbCTB — 5)

Kommenmapuu: navyuenmol, y KOmopoix passunoct noueuroe

KposomeueHue, O0/ICHYL OblMb NPOKOHCYILMUPOBAHDL BPA-

YOM-yPOI020M U NPOTIMU yposiozuHeckoe 00cne006aHue.

JI/Is maIueHTOB ¢ reMoQUINell C IIOYeYHBIM KPOBOTEYeHN-
€M He PEeKOMEH[OBAHO IIpVMEHEeHMe aHTU(PUOPVHOMNTIIECKNX

cpenicts (MHrM6UTOPOB HNbpNUHOMMN3a; B02A mo ATX knaccuduka-
) [3,11,23].

YpoBenb ybenuTenbHOCTH peKoMeHanuit C

(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

JInA oCTaHOBKM KpPOBOTeYeHUsS y HMALMEHTOB C TKeNoil
dopmoii TA, monyyaroumx sMuu3ymMa6**, peKOMeHI0BaHO IIpH-
MEHATb JOIOTHUTENbHO (aKToOp cBepThIBaHMA KpoBu VIII**/ok-
TOKOT a/bda**, MOPOKTOKOT anbda**, cuMokToKor anbda (paxTop
cBepThiBauusi kpoBu VIII demoBeveckuit peKOMOMHAHTHBIN)*Y,
TYPOKTOKOT ab()a B CTAHJAPTHBIX [JO3MPOBKAX B 3aBICUMOCTIL OT
JIOKa/IM3aLuy KpoBOTedeHMs. [/ MalnueHToB ¢ reModuveir A,
OC/IO)KHEHHO! MHIMONTOPaMH, TTOTYYaIoMMX IMULIM3YMa**, npe-
[IapaToM IepBOJ IMHUU [ KYIMPOBaHM KPOBOTEUEHUs ABIIA-
eTcst anTakor anbda (aKTMBMPOBAHHBIN)** B CTAHJAPTHBIX [03aX.
HavanbHasg [03a aHTMMHIMOMTOPHOTO KOATY/IAHTHOTO KOMILIEK-
ca** He mo/DKHa npespimath 50 Ex/kr, m cyToyHas no3a He JOKHA
npesbiurats 100 Ex/xr [45].

YpoBeHb yOeauTenbHOCTH peKoMeHpanuit C
(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

3.5. JleuyeHwne nHruburtopHom remopumnum

INosBnenue wmurméburopa FVIII/FIX cumraercss caMpIM Ti-
JKEIBIM OCTIOKHEHNUeM, CBA3aHHBIM C JIeYeHNeM TIeMOQUINM.
Vuruburopsr — amno-anrutena (IgG), KOTOpble HEMTPANIN3YIOT 3K-
sorenHble FVIII/FIX.

ITosiBreHMe MHIMOKUTOPA B OCHOBHOM IIPOSIBI/IIETCS OTCYTCTBMU-
eM K/IMHIYEeCKOTO OTBeTa Ha CTaHJAPTHYIO Tepamuio pakTopammu
cBepreiBanust KpoBu (B02BD no ATX kaccudukarym) nin nosis-
JIeHVeM KPOBOTeYeHMIT Ha IPO(UIaKTIIECKON Tepanuim.

Han6ornee 4acto mHrMOUTOPHI MOSIB/ISIOTCA Y HALMEHTOB C Ts-
ertoit popmoii remodun (o 30%mIareHTOoB ¢ TSDKeNoi GopMoit
T'A u o 3-5% maumeHTOB C TsKenoit popmoit I'B). Hanbonee vacto
MHIu6uTOp passuBaercs B nepssie 20-50 (go 100) IB dakropa un
[I0C/Ie MTHTEHCYBHOM TEPAIINY [IPYU XMPYPrUYeCcKOM BMEIIATeIbCTBE.

ITockonbKy Ipy MOABIEHNN VHTMONTOPOB CTaHAAPTHAA 3aMe-
CTUTeNbHaA Tepamus dakropamMu cBeprbiBaHyuA KpoBu VIII**/ok-
TOKOroM anbga**, MOPOKTOKOroM anbga**, cMMOKTOKOroM ajbgda
(¢akrop cBeproiBanus KpoBu VIII uenmoBedeckmit peKOMOMHAHT-
HBI)*, TYpPOKTOKOTOM anb(a, TOHOKTOKOrOM anbda, PypuoK-
TOKOTOM ajIb(ha II9T0/1 MM KOHLIEHTPATOM (paKkTopa CBepThIBaHMA
kpoBu IX**/HoHakorom ambda**, anbyTperneHoHaKoroM ambda
CTaHOBUTCS HeaPPEKTUBHOI, PUCK TSDKE/BIX OCTOXHEHWIL 1 laXKe
CMEpPTH OT KPOBOTEUEHNS Y ITUX OO/IBHBIX BBILIE.

ITpy ymMepeHHOI M JIerKoil reMO(V/Iny NHIMOUTOP MOXKET
HelfTpanusoBaTb sHporenHolit FVIII/FIX, mpeobpasys TeM caMbiMm,
K/IMHIYeCKNiT GeHOTUI 3a60/1eBaHNsI B TSDKENYI0 opmy.

OcobeHHOCTH TedeHMsA uHru6uropHoit I'B. lo 50% maru-
€HTOB C MHTUOUTOPHOI ['B MOTyT MMeTh TsXesble alneprudecKue
peakuuy, B TOM 4yciae aHadWIAKCUIO, Ipy IpyuMeHeHmyu FIX**.
Takue peakumyum 4acTo OBIBAIOT IIEPBBIM CUMIITOMOM pa3BUTISA
uHrubuUTOpA.

VY nmanueHTOB ¢ reMowIneil ¢ HUSKMM TUTPOM MHIMOUTOPA
PeKOMeH0BaHO KyIIIMPOBATh KPOBOTeYeHIE BBeieHeM (aKTOPOB
cBeptbiBanysi KpoBu (B02BD no ATX kmaccudukanum) B fosax,
IIPEBOCXOAIINX CTAHAAPTHBIE B 3 pasa, WiIn BBE[EHNEM IIperapa-
TOB IIYHTHPYIOLIEro AeiicTBus [35].

YpoBeHb yOenuTenbHOCTH peKoMeHpanuit C

(ypoBeHb JOCTOBEPHOCTH OKA3aTEIbCTB — 5.

Kommenmapuu: vi60p npenapama 0nst neveHust 0onxeH 0CHO-

BVIBAMBCS HA MUMpPe UHeUOUMODPA, KIUHUYECKOM Omeéerme HA

mepanuw u xapaxmepe KposomeueHUs.

PekoMeHZ0BaHO NPOBOANTD JIEUYeHNE KPOBOTEYEHWIT Y Ma-
[MEHTOB € BHICOKUM TUTPOM MHTMOGUTOpA TONMHKO MpernapaTraMu
IIYHTVpYIOLIero aeiictsus [3,9,20,36,37].
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YposeHnb y6eI[I/ITeIIbHOCTI/I pexomenpganmii B
(ypOoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 2)

Kommenmapuu: 6 nacmosiuee 8pemsi Kk npenapamam wiyHmu-
pytoujezo Oelicmeusi OMHOCAMCA 2 npenapama: aHmuuHzuOu-
MOPHBLLL KOAZYNISHMHbIIL Komniekc™ u anmakoe anva (ax-
musuposannviii)**. JJocmoseproti pasnuyvt sPdexmusrocmu,
6€30NAcHOCMU U CIOUMOCIU TieMeHUsT SMUMU Npenapamamu
He nonyuero. OOHAKO umeromcsi 0anHvle 00 UHOUBUOYATILHBIX
0cobeHHOCMSX Omeema nayueHma Ha Kaxovlil U3 npenapamos,
4o HeOOX0O0UMO YUUMbLBaMb NPU Bbl00pe NeUeHUs 8 KANOOM
KOHKpemHom cryuae.

HOSI)I TIIpenapaToB C IIYHTUPYIOIIVIM Hef/'ICTBI/IeM 1A Kynmpo-
BaHNA KPOBOTEYEHUA:

o #aHTUMHTUOUTOPHDIN KOAryIAHTHBI KOMIUIEKC** HasHaua-
etcsa B fo3e 30-100 Ex/xr kaxxapie 12-24 yaca. MakcuMasbHas
cyTouHasa gosa 200 Ep/kr (pnd maumeHTOB, MONTYYalOMINX
amMuumsyma6** — ue 6onee 100 EJl/kr/cyT);

o #3mTaKor ajabda (aKTUBUPOBAHHDIN)** HasHavaeTcs B [j03€
90-120 MKr/KT Kakable 2—4 yaca O OCTaHOBKM KpOBOTedYe-
HMA. Bo3MOXHO OfHOKpaTHOe snTakora aabda (aKTMBUPO-
BaHHOT0)** BBefleHIE B CYTKU B J03e 270 MKI/KT.

PexomenpoBaHo mpu reMoQuINM, OCIOXKHEHHOI MHIHOU-
TOPOM, IIPOBeJieHNe ATUTEeNbHON TPOQIIaKTIYeCKO Tepani aH-
TUMHIMOUTOPHBIM KOAry/IsHTHBIM KOMIIEKCOM*™ B pesxume 85+15
(60-100) En/kr xa>kzaple 12 4acoB Ipy MPOBeieHNY MHAYKIUN VM-
MyHonorndeckoit ronepantHocty (VINT), mo cHYOKeHUS TUTpa UH-
ruburopa menee 2 BE; Bue IMT - npoBefeHne npodumiakTinaeckoit
Tepanuy #aHTUMHIMOWTOPHBIM KOAry/sIHTHBIM KOMIUIEKCOM** B
mose 50-100 Exn/xr 2-3 pa3a B Hefiesio Wi Yepes fieHb [38-40].

YpoBeHs ybegurenbHOCTI pekomeHparmit C
(ypoBeHb JOCTOBEPHOCTH JOKA3aTeNIbCTB — 5)

PexoMeHIOBaHO NMAaMEHTaM C reMoguINeil, 0CI0KHEHHOM
MHTMOUTOPOM, IIPOBOANUTH KPATKOCPOYHYIO (B TedeHMe 3 Mecs-
1eB) MpOoGUIAKTUYECKYIO TEPAIINIO MTAKOT anbda (aKTUBMPOBAH-
HBIM)** B pexxume 90 MKT/Kr 1 pas B genb [9,20].

YpoBeHb yOennTeIbHOCTHU peKOMeHanuit B
(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 2)

PekoMeHOBaHO mHalyieHTaM C WHTUOUTOpHOIT ¢opMoit
reMoQuInu A TPOBOAUTH NPOPUIAKTUYECKOE JedeHMe IIperna-
paroM sMunusyma6** B fo3ax 3 MI/KI OOMH pa3 B HelleIlo B Tede-
HIe TIepBbIX 4-X HefleNb, 3aTeM 1,5 MI/KT OfMH pa3 B Hele/lo UIn
3.0 mr/kr 1 pas B 2 Hefienu, K 6.0 MI/KT 1 pa3 B 4eTbIpe Hefle/.
OMumM3ymMad** BBOANUTCS IOAKOKHO, BBIOOD MeCTa /sl MHBEKIUN
ClIefyeT OTPaHMYUTb PEKOMEHJOBAaHHBIMM Y4YacTKaMU: OOIacTb
JKMBOTA, BEPXHsS 9aCThb HAPYXXHOI MOBEPXHOCTU IUTedya u Genpo
[5,34].

YpoBeHb ybenutenbHOCTH peKoMeHpanuit C

(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 2)

Kommenmapuu: na deiicmeue smunyuzymada** ne énusem KoH-
yenmpayust FVIII u nanuuue uHeubumopa x Hemy.

IlepBoit MuHMEI Tepammuyu y HAIMeHTOB C MHIMOUTOPHOI
dopmoit TA pexomMeHOBaHO NpOBefieHNE MHAYKIUY UMMYHOJIO-
rudeckoit TonepantHocTu (VIMT) ¢ menbio sMMMMHALINY MHTUOM-
topa [9,10,41,42].

YpoBens ybeanrtenpHocTu pekomeHganuit C

(ypoBeHb JOCTOBEPHOCTH HOKa3aTeNbCTB — 4)

Kommenmapuu: onmumanvhvie cpoxu Hauwana MWUT - cpa-
3y nocne eviA6neHUs uHeubumopa. Idppexmusnocmv VT
3HAYUMENBHO NOBLUUACMCA, eClU 68 HA4ajne mepanuu mump
uneubumopa e npeeviiaern 10 BE. Tem He metee, 8bicoKull
mump uHeubumopa He sg6ngemcs npomusonoxazanuem x VAT,
VAT mosnem nposoOumvcs ¢ ucnonv3osanuem 106020 npend-
pama FVIII (¢paxmop ceepmviéanus xposu VIII**, paxmop

ceepmuisanus kposu VIII + dpaxmop Bunnebpanda**, okmokoe
anvgpa**, mopokmokoz anva**, cumoxmoxoe anvga (paxmop
ceepmovigarus kposu VII uenoseueckuti pekomMOUHaAHMHbIIL)Y,
JIOHOKMOKO02 anba, mypokmoxoez anva, IPmMopoKmoxoe anv-
pa**, pypuoxmoxoez anvgpa nazon). IlpednoumumenvHo nposo-
oumv UUT pakmopom ceepmoisanus kposu VIII**. IIpu npo-
sedenuu VIVIT Hedonycmumo meHsmb Gakmop céepmvléaHus
kposu VIII**, nockonvky 9mo 3Ha4umenvHo yxyouiaem npozHo3
mepanuu. Ileped nposedernuem MUT neobxo0umo ybedumucs 6
HAUYUY 00CMAamMo4H020 KOUYeCmaa npenapama.

OnTuManbHoro pexnuma nposefenus VIVT ner. [Ina nanyen-
TOB C BBICOKOPEArMpyOLINM UHIMOUTOPOM, HE3aBUCHMO OT TUTpa
nHIuéMTOpa Ha MOMeHT Havana VIVT, pekoMeHZOBaHa HayabHast
cxema 100-150 ME/xr npenapata FVIII kaxppie 12 vacos. [l na-
LIVIEHTOB C HU3KOPEArnpyoIM MHIMOMTOPOM PEKOMEH0BAHO Ha-
uyHaTh VIVT 1o cxeme 50-100 ME/kr mpenapaTa e>XXefHEBHO MM
Ka>K[[bIl1 BTOPOJI IeHb.

CHIDKeHMe J1O3bl M KPaTHOCTY BBe[eHMA IperapaTa HayMHa-
€TCA MOC/e JOCTVDKEHUsA CIeAyIoLuX IoKasaTeneil: TUTP VHIU-
6uropa — menee 0,6 BE, Hopmanmusauus Tecta BOCCTAHOBJIEHMS
(6omee 66%) 1 HOpManM3alys Meprofia MOMyBbIBeAeHNs (6omee 7
yacoB). CHIDKeHMe JIO3BI IIperapara IIPOBOJUTCA MOCTENEHHO IO
cXeMe C IOCTOSTHHBIM J1abopaTopHbIM KOHTponeM. Ilocie mocTtu-
>KeHUs1 1036l B 30-50 ME/kr 1 pa3 B 2 gHs HEOOGXOAMMO IIPOOII-
JKUTDb TEPAINI0 B PeXXVMe BTOPMYHON/TPETUYHON MPOPUIaKTUKN
B JaHHOIT [j03€ JIUTEeNIbHO. A/IbTepHATVBHBIM BapUaHTOM IIpodu-
JIAKTUKIU MOCTIe IOCTVKEHMA TONE€PAHTHOCTU AB/IAETCA IpPUMEHe-
HIe sMuLu3yMaba** B craHmapTHbIX pexxumax. OTMmeHa mpou-
JIAKTUYECKOTO JIeYeHMsI MOXKET IPUBECTI K PELMANBY UHIMOUTOPA.
MakcumanbHas pmrensaocts VIMT 3 roga. Kpurepun adpdexrus-
noctu VINT npencraBnens! B Tabnuie 3.

Ta6bnuua 3. Kputepum spdpektusnoctn UUT

SddexTnBHOCTL | Kputepuu

TuTp unrnbutopa < 0,6 BE (He meHee yem
NPV 4BYX NOCNe[0BaTe bHbIX ONPEAENEHNsX).
Hopmanusauuns nokasatens BOcCTaHOBAEHMS
(66% n Bornee) Ha NpoTsxeHUn Bonee yem
OBYX MecsiLeB.

Hopmanusauus nepropa nosysbisegeHus
(bonee 7 yacos)

MonHeI ycnex

HacTuanbil [MpuncyTcTBMe OBYX N3 TPEex Kputepmnes
ycnex puncy ABy. p putep
YacTnyHbIn

MpucyTcTBME OQHOIO U3 TPEX KpUTepneB
oTBeT
OrtcyTcTBUE He BbINONHSETCA HU OANH U3 KPUTEPUEB Ha
oTeeTa npotsxeHun 12 mecsiues n bonee

Beibop mpemapara miasi mposegmenuss MUT pomkeH ObITh
MHIUBULYaTIbHBIM.

IIpu nposepennu VIWT Heobxomumo m3beratb MHOOBIX BO3-
IeICTBUI U MIpenaparoB, CTUMYIMPYIOIINX UMMYHHbIE peaKLuK, B
TOM YJC/le BaKIIMHALIUY, IPUMeHeH)A IIperapaToB NHTepdepoHa 1
OPYI'MX BUIOB MIMMYHOTEpaIui.

ITanuentam ¢ uHrnbuTOpHOI popmoii I'A Bo Bpems VINT
I KYNMPOBaHUA FeMOPPparnieckoro CMHagpoma o spemsa INT
PEKOMEHJ0BaHO IIPMMeHeH)e IpernapaToB IIYHTUPYIOLIEro Heli-
CTBUS: aHTUMHIMONTOPHOTO KOAry/ISTHTHOIO KOMIUTEKCa** Iy o11-
takora anbda (aKTMBUPOBaHHOT0)** [3,9].

YpoBeHb yOeauTenbHOCTH peKoMeHpanuit C
(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

ITapuentam ¢ mHrHO6UTOpHOI opmoii I'A Bo Bpems INT
g NpodMIAKTUKYM TeMOpPparm4eckoro CUHApPOMa BO BpeMs
VT pexoMeHAOBaHO NpUMeHEHNE SMUIM3yMaba** B cTaHgapT-
HBIX peXXIMaXx.
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YpoBeHb ybenuTenbHOCTH peKoMeHpanuit C
(ypOoBeHb JOCTOBEPHOCTH HOKA3aTeNbCTB — 4)

Kommenmapuu: 6 cnyuae ucnonv3o8anus smuyusymada™ npu
nposedenuu VIUT 0031 u pexcumvl 86e0eHUs KOHUEHMPAMO8
#paxmopa ceepmuvisanus kposu VIII**0omicHol 6vims usmene-
Hot: 50-100 ME/ke c 86edeHuem 3 pasa 6 Hedento, Unu uepe3 OeHb,
U e3e0HeBHO 6 3A6UCUMOCINU Om mumpa uneubumopa [44].
B cepusx knunuveckux Habm00eHUll NAUUeHNO08, NOLYy1AOULUX
VAT na dore npodonicarnoueiics npohunaxmuky oIMUuuU3yma-
6om™* nosvleHUS PUCKA NOOOUHBIX U/UNU MPOMOOMULECKUX
A87IEHUTI He 3apecUcmPUPOBaHo.

PexomMeHm0BaHO MamyeHTaM ¢ MHIHOUTOpPHOI popmoii TA
npexpatutb VIMT u epeBecTy ManyeHTa Ha TepaINIo IIpernapara-
M LIYHTUPYIOLErO AEMCTBMS MM SMULM3yMaboM** mpu oTcyT-
CTBIU TEHJEHINN K CHIDKEHNIO MHTUOUTOpaA B TedeHUN 12 MecsAIeB
OT Havaja BEICOKOJ{O3HOI Teparu [45].

YpoBenb ybenuTenbHOCTH peKoMeHpanuii C
(ypoBeHDb JOCTOBEPHOCTH JJOKAa3aTENbCTB — 5)

Kommenmapuu: 603moxcro nosmoproe nposedenue VT c uc-
nonv308anuem 0py20e0 Npenapama uny U3MeHeHueMm percuma
mepanuu.

Omnbit nposegerns VIWUT y maumentoB ¢ mHrnburopHoi I'B
orpaHndeH. 10 OOYC/IOBIEHO OYeHb HU3KON 3(P(PEeKTUBHOCTDHIO
U QJUIEPITUYECKMMY PeAKIVAMM.

3.6. JleueHne opToneanyecknx OCIOXHEHUN
remodunnnm

JleyeHne manmeHTOB ¢ remModuineit ¢ XpoHUdIeckoir gedop-
MUPpYIOLLeil apTpoaTHelt JO/DKHO IIPOBOANTHCS COBMECTHO C Bpa-
‘IaMI/I-TpaBMaTOIIOI‘aMI/I—OpTOHeJIaMI/I, VIMEIOIIMIMN OIIBIT JICYCHUA
60npHBIX reModunmeii [1,3,22,23].

Xponnyeckas gepopMmmpymomas apTpOIATHA BO3HUKAET
BCJIE[ICTBHE IPOTPECCUPYIOLIETO TeYEeHUS XPOHNYECKOIO CUHOBUY-
Ta ¥ PeUMAVBUPYIOUX KPOBOU3IUAHMI B cycTaBbl. [Ipossnaerca
0CTEOIIOPO30M, HapyLIEHNEM CTPYKTYPbl, UICTOHYEHUEM 1 ITOTepet
CYCTaBHOTO XpAllja, 60/IEBBIM CHHJPOMOM, KOHTPaKTypaMy, MBI-
meyHolt arpodueri, nedopmanueii cycrasa.

OcHOBOIT TPOQUIAKTUKM PasBUTUA XPOHUYECKOIl apTpo-
HDaTUM ABJIAETCA afleKBaTHas IIOCTOSIHHAs INpoduIaKTHdecKas
3aMecTHTeNbHaA TepamyusA. CBOeBpeMEHHOE JIe4eHUe CHHOBMUTA
TaKKe HeOOXOAMMO IS IIPEfOTBPALIEHNS PasBUTHs apTPOIATHIL.
JIvarHOCTVKa apTPONATUY OCHOBAHA HA BBIAB/ICHUM KIMHUNYECKNX
IPY3HAKOB 1M Ha pe3y/IbTaTaX IIPOBEJEHHBIX MHCTPYMEHTA/IbHbIX
uccnenoBaunit: Y3U, KT, MPT.

Llenplo eyeHNs y>ke pasBUBLIENICA XPOHIYECKON apTPONATUN
ABJIAETCA yIy4lleHne GyHKIMOHNPOBAHNSA CyCTaBa U YMEHbIIIeHNe
6onesoro cunppoma. [1ys1 60pp6bI ¢ 60IEBBIM CHHPOMOM Y HaIy-
€HTOB cTaplre 18 jieT ONTMMAIBHO VMCIOIb30BATh OKCUMKAMBI (MH-
ruburopsr LIOT-2, MO1AC mo ATX xmaccnduxanuu) (0TenbHble
npenapatsl n3 rpynnet HITBIT (MO1A HecTeponaHbIe IPOTUBOBOC-
HaaUTeNbHble ¥ MPOTUBOPEBMATUYeCKNe MpeIapaThl), a MMEHHO
KeTOpOak**, HuMecymuy, ubynpoden**, mpemnaparbl U3 IpyIIIbI
«kokcnbs» (MO1AH o ATX knaccudukanum). Y gereit ¢ Maccoi
Tena 6osiee 5 KT BO3MOYKHO IIPUMEHEHHe Iperapara uéynpoden*”,
y ZeTell B BO3pacTe CTaplle 2 JIeT BO3MOXKHO ITpUMeHeHe Iperia-
paTa HUMeCYNuf, y JeTell B BO3pacTe cTapiue 16 meT BO3MOXHO
IpUMeHeHMe IperapaTa KeToponak*™*.[46]. [Ina BoccTaHOBIeHMA
GYHKLMM CycTaBa M COCTOAHMSA MBbILIL HpoBOpAT Kypcel JIOK n
¢dusnorepamvu. B page crydaeB apexTHBHO MCTIONb3OBaHME TPe-
HaXepoB. Ha HayanbHBIX 3Talax BOCCTAaHOBUTENIBHOTO JI€UEHMs
[I0Ka3aHO IIPOBeieHNe KYPCOB I'MalTypPOHOBON KUC/IOTbI B KOMOM-
Hanuu ¢ npenaparamu u3 rpynnbsl SO1KAS51 ruanoypanoBas KUCIO-
Ta B KOMOVHaLMu ¢ fpyrumu cpeactBamu o ATX kraccuuxarmn.
IIpu HepmocTaTouHOM 3 QeKTUBHOCTI KOHCEPBAaTMBHON Tepamnuy,
IIOKa3aHO XUPyprUdeckoe JiedeHMe. XMPYprudyeckoe JiedeHVe

MALMEHTOB ¢ TeMOdIINe JO/DKHO IPOBOAUTHCS BpadaMi, VIME0-
MMM OIIBIT JIe4EHNUs MALVEHTOB C reMOduInei.

ITapueHnTaM ¢ reModunneil ¢ XpOHMYECKMM CHHOBUIITOM
PeKOMeHJ0BaHO IpOBefieHMe MPOMIIAKTUYECKON 3aMeCTUTeIIb-
HoVl Tepamuyu ¢akTopoM cBepThiBaHMs KpoBu (B02BD mo ATX
KIaccuQUKanMm) B peXXnMe, KOTOPBIN MO3BOTIUT IPEFOTBPATUTD
pasBUTHE CIIOHTAaHHBIX TeMapTpo30B. TakKe BaKHBIM MOMEHTOM
ABJIAETCS BBIIOTHEHMe eXXeHeBHbIX ynpaxHeHnit (JI®K), nanpas-
JIEHHBIX Ha YKpeIlJIeHVe MBI U IOflep>KaHue MOJABVKHOCTY Cy-
craBa [1,3,22,23,46].

YpoBeHb yOeguTenbHOCTU pekoMeHpaarmit C

(ypOBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

Kommenmapuu: xponuueckuti cuHosuum paseusaemcs nocnue
nosemopHoix eemapmposos. Kax npasuno, aengemcs cnedcmeu-
eM OMCYMCmMBUs Unu He0OCMamo4Hotl s dexkmusHocmu 3ame-
cmumenvHoil mepanuu. IIposenenus - OnumenvHo coxpamsio-
uieecst nosvluleHUe MeMnepamypot HA0 NOPAXKEHHLIM CYCABOM,
y6éenudeHue 00vemMa MAeKUX mMKaHell 06nacmu cycmasa, peuu-
Ousupyrouue KposoUTUAHUS, 02paHUUeHUe NOOBUNCHOCTIU.

JMarHocTuKa BK/II0YaeT BblABNIEHME KIMHNIECKUX TPU3HAKOB,
Y3MU cycraBos u/umu MPT. Tepans mpoBoguTCsA COBMECTHO C Bpa-
JaMM-TPaBMaTONIOTaMy-OPTONIeflaMy, VIMEIOUIVIMYU OMbIT JIe4eHMUs
6onbHbIX remoduueit. [Ipy coxpaHeHNU MPU3HAKOB BOCIIATIEHNS,
HalyeHTaM crapuie 18 jieT, oka3aHa Tepanysa OKCMKaMaMu (MHIY-
6uropamu 1JOT-2) (oraenpHbIMu mpenaparamu 13 rpymnst HITBII,
a IMEHHO KeTOpO/Mak**, HuMecynma, ubynpoden**, npemnaparsr us
rpynmsl «kokcnosr» (MO1AH mo ATX xmaccuduxanum Y fereit ¢
Maccoli Tema 6ojiee 5 KT BO3MOXKHO IIpYMEHEHNe IIperapara uby-
npoden**, y mereil B Bo3pacTe cTapiie 2 JIeT BO3MOXXHO IIpUMeHe-
HIe IpeNapaTa HUMeCY/I, y AieTell B Bo3pacTe cTaplie 16 eT Bo3-
MO>XHO IIpYIMEHEeHNe IIperapara KeToponak**.[46].

ITpu HemocTaTOYHON 3PPEKTUBHOCTI 3aMECTUTE/IbHOM Tepa-
MU BO3MOXKHO NIPOBefieHMe Kypca MYHKIMII CYyCTaBa C BBEfIeHMEM
CTePOMIHBIX IIPOTUBOBOCIA/IMTENbHBIX IIpenapaToB (Ha MepBOM
aTame), fjajiee, BapMaHTaMM BBIOOpA ABIAIOTCA XUMMUYECKas VI
9HIOCKONNYECKas CMHOBIKTOMNA, a IPYU MX HELOCTAaTOYHOM 3¢-
(bEKTUBHOCTH — XMPYPIUYecKas KOPPeKIVA.

ITanuenTaM ¢ reModuINeil M ICEBJOONYXOMAMN PEKOMEH-
JOBAaHO Ha IIEPBOM 3Talle IIPOBeJieHMe VHTEHCUBHON 3aMecTH-
TEJIbHOI Tepanmuy B TedeHMe 6-8 Hemenb ¢ mocnepyromum MPT
koHTposneM. Ecnu 06pasoBaHie He nMeeT TeHAEHIMM K 0OpaTHOMY
Pa3BUTHUIO, PEKOMEH/IOBAHO TOTA/IbHOE yZlaJleH!e OITyXO/In C Mcce-
YeHMeM Karcynsl [47].

YpoBeHb ybenutenbHOCTH peKoMeHpanuit C
(ypoBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

Kommenmapuu: ncesdoonyxonu @opmupyomcsi 8cnedcmeaue
HenpasunvHoti mepanuy KpOoBOUSTUAHUL 6 MsAeKue MKAHU,
00bIMHO 6 MbIUUDBL, DPACNONONEHHble PAOOM C KOCHbIO, KOMO-
pas moxcem Ovimv 3ampoHyma 6MoOPUUHO, UU NPy NooOHao-

KOCMHUYHBIX KPoBousnusiHusix. IIposenenuamu ncesdoonyxonu

ABNAOMCA CMAOUNLHOE 0Nyx0Ne6UdHOe 00pa3osanue, ommec-

HAIOWee OKPYHCAOUsUEe MKAHU, KOMOPOe Cyujecmayem Ha npo-

MANCEHUU MHOZUX MECAUES UM JIem U He uMeern meHOeHUUU K

obpamuomy pazeumuio Ha PoHe UHMEHCUBHOL 3aMeCtnUmens-

Holi mepanuu paxmopamu.

BepeHne manyeHTOB ¢ TeMOQuINell M MCEBHOONYXOMIMU
[O/DKHO  OCYIECTB/ISATHCS COBMECTHO BpadaMU-XUPYpraMu U
BpayaMyi-TeMaToNIOraMI.

IIpu OTCYTCTBMM JIEUeHWsI IICEBIOONYXO/Mb MOXKET JOCTUIATh
TUTAHTCKUX PasMepoOB, CO3AaBasi aB/leHye Ha HelIPOBACKY/IIPHbIE
CTPYKTYPBI M BbI3bIBasI [IATOTIOTMYECKIE TIEPETTIOMBI.

Omeparyst ZO/DKHA MIPOBOAUTHCS CIELUANTNCTAMU, VIMEIOLIN-
M OIIBIT XMPYPIMYECKOTO OPTONERMYECKOrO JIeYeHNUs] GOMbHBIX
reMouIeit.
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ITanmenTtam ¢ remodummeii py pa3sBUTHN IepenoMa pPeKo-
MEHJ0BAHO He3aMelIUTe/IbHOEe Hayajlo 3aMeCTUTEIbHONM Tepanun
dakropamn cBeprbiBaHus kposu (B02BD mo ATX xmaccuduka-
uunu). B Teuenme mepBbIX 3-5 [HeNl HEOOXOOMMO MOAAEp>KaHNUe
ypoBHs ¢akTopa B KpoBu He MeHee 50-100% (B 3aBMCHMOCTH OT
JIOKQ/IM3aLUY U TSDKECTU TpaBMbl). II0CTOSHHAs 3aMeCTUTeIbHASA
Tepamysi paKTOPOM [JO/DKHA IIPOBOAUTHCS B TedeHue 10-14 nHeit
[48].

YpoBeHb ybeauTenbHOCTH peKoMeHpanuit C

(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

Kommenmapuu: puck paseumus nepenomos y nauueHmos c 2e-
Mopunueil c6A3aH ¢ 0CIMEONOPO3OM U 2eMOPUNUecKOLl Apmpo-
namueti. Cpasy noczne cmabunusauuy nepenoma cnedyem npu-
CIynump K npoeedeHu0 80CCIMAHOBUMENbHOT Mepaniu.

3.7. OnepaTuBHOE NleveHmne

ITanmenrtam ¢ reModuneil peKOMEHEOBAHO IIPOBOAUTD JIIO-
60e omepaTMBHOE BMELIATEIbCTBO V/IN IIPOBEEHNE VHBA3UBHOI
IpOLeAypbl IO IPUKPBITMEM 3aMeCTUTENbHON Tepanmuy Qak-
Topamn cBeprbiBaHus kposu (BO2BD mo ATX xmaccmdmxarimm)
[2,3,11,23].

YpoBeHb yOenuTenbHOCTH peKoMeHpanuit C

(ypOoBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

Kommenmapuu: y 6onvnoix ¢ zemodunueti xupypzuieckoe éme-
WAMenbCMB0 MOMEn NOmpedosamvCs O eHeHUs KaK 0C0M-
HeHutl eeMoPUnUY, MAK U He C6A3AHHBIX ¢ 2emoPunueti 3a60-
nesanuti. Ileped n06bim Xupypeuueckum 6Meulamencmeom
Heo0x00UMa KOHCYTIbMAUUS 6 yeHmpe eHeHUs 2eMOPUNUU.
Ecnu ecmv 803moncHOCMb, OnepamueHoe neveHue yquie npo-
800UMb 6 CHeUUANU3UPOBAHHOM cmauuonape. OnepamusHoe
BMEULAMNENbCBO Y NAUUEHINO08 ¢ UHUOUMOPHOU 2emodpunuet
007IHHO NPOBOOUMBCA MOIBKO 8 YCILOBUAX CHEUUATUSUPOBAH-
HO020 crayuonapa. Bpau-anecmesuonoe-peanumamonoe donscen
UMemp Onvim feHeHUs NAUUEHIN08 C HAPYUEHUAMU CBePIblea-
emocmu Kposu.

Heo6xopuM cTporuit MOHUTOPVHT KOATY/IOTPaMMBI, aKTHBHO-
ctu pakTopa M CKPMHMHT Ha Hajmdye MHrnonTopa. JJo3sl u mpo-
JOJDKUTEIBHOCTD Tepalny (paKTOPOM CBEPTHIBAHUS KPOBU 3aBU-
CSIT OT THIIA OIIEPATMBHOTO BMeIaTebCTBa (Tabmmua 3).

ITpy HeoOXOAMMOCTY IPOBEEHNs TAKMX AMATHOCTUYECKUX
IpoLefyp, KaK CIIMHHOMO3T0BasA MyHKUMA, IYHKIMA apTepun, 9H-
IOCKOIIMYECKOE MCCIENOBaHME C OMOIICHEN, BeleHNe Mal[eHTa Ta-
KO€ e, KaK NPy XUPYPTUIEeCKOM JIEUEHNUMN.

ITanmenTam, momydaromyM HOpoQUIAKTHYECKOe JedeHNe
SMHUIN3YMa6oM**, peKOMEHIOBAaHO IPOBOAUTH T00OE oOIepa-
TMBHOE BMELIATEe/IbCTBO W/IM MHBA3MBHYIO MPOLEAyPy 6e3 OTMEHBI
IpemnapaTa ¢ MpUMeHEHNeM CTaHJapPTHBIX H03 (pakTopa CBEpThI-
BaHus kposu VIII**/dakropa ceproiBanmsa kposu VIII + ¢ax-
Top Bunnebpanga**/ oxrtokora ambda**/MopokTokora ambda**/
cumokToKora anbda (daxrop ceeproiBanus kposu VIII yemoseue-
CKUIT peKOMOMHAHTHBIIT)**[49]/m0HOKTOKOTa anmbda/TypOoKTOKOra
anbga/sdpmopokToKora anbda**/pyprokrokora anbgda naromi. s
HmanueHToB ¢ I'A, OC/IOKHEHHOJ MHIMOMTOpPaMU U ITOTYYalOLINX
aMunusymMab**, mpemaparoM BbpIOOpa ABIAETCA SNTAKOr anbda
(akTMBMPOBAHHDIN)*™* B CTaHAAPTHBIX f03axX. [Ipn Heob6x0oAMMOCTHU
Ha3HAYeHNs aHTUMHTMOMTOPHOTIO KOATry/LIHTHOIO KOMIIIEKca** Ha-
Ja/IpHasI ;032 He JO/DKHA npesbimarh 50 Ex/Kr, u cyTodHas fosa He
momkHa npessimars 100 Ex/kr [50].

3.8. AnuTenbHbIN COCYANCTLIM [OCTYN Y NaLUEHTOB

c remodunmen

Y nanueHTOB ¢ reModunueil peKOMEHZOBAHO IIPY BO3MOX-
HOCTM VCIIONb30BaTh IepudepudecKkmii BEHO3HbI! focTy [51,52].

YpoBeHb ybeguTenbHOCTU pekoMeHparmit C
(ypOBeHb JOCTOBEPHOCTH HOKA3aTeNbCTB — 4)

Kommenmapuu: cocyoucmoiii docmyn s6asemcsi Heo0xo0umuim
yCno8uem seuenusi 6onvHbIX 2eMoPunetl, NOCKOAbKY Pakmopol
CBepMbIBAHUST KPOBU npedcmasnsiom coboil npenapamvt O7is
BHYMPUBEHHDIX UHBEKUULL. Brympusentoe ssedenue paxmopos
CBEPMBIBAHUST NO360TISTEM NPOBOOUMD NPOPUNIAKIMUECKOE Tle-
ueHue, sleveHue No MPebo8aAHUI0, TieweHUe 6 OOMAWHUX YCII0BU-
AX, UHOYKUUIO UMMYHHOLL monepanmnocmu. IIpenapamut 0ns
N00K0XHCHO20 86e0eHUS He CHOCOOHDL 3AMEHUMb BHYMPUBEHHDbLE
pakmopuvl ceepmuvlBanuUs, 0COOEHHO 8 YP2EHIMHBIX CUMYALUSX.

ITynxums nepudeprdeckux BeH — 3TO MeTof Bblbopa 0be-
CIIeYeHNsA COCYAMUCTOrO JOCTYIA Y MalMeHToB ¢ remModumeir. Ero
UCIIOTIb30BaHMe He aCCOLMUPYETCs C OOMBIIMM KOMMYECTBOM OC-
JIOXHEeHUIT, TpeOyIoTCsl MITIbI Maoro Kamubpa (23-25G), a Kopor-
KOe BpeMsi MHQY3UM ZOCTATOYHO I/ BBefleHusT (HakTOpOB CBep-
ThIBaHMsA KpOBU. OOBIYHO MYHKTUPYIOT BEHBI PYKM C ITOMOLIBIO
ur/bl-6a604ky. [ToBTOpHbIE YacThle BEHENYHKILMM MOIYT OCTIOX-
HUTBbCA FeMaToMaMu. BaykHas posb Ipy UCIIONb30BAHUM 3TOTO JI0-
CTyIIa NIPUHAIEXNUT OOYIEHNIO BBIIOTHEHUIO BEHEITYHKINIT OIIe-
KYHOB U CaMMX ITaI[IeHTOB. B TO ke BpeMs y HeKOTOPBIX IAIIeHTOB
JUCIIOTIb30BaHIe TTepyihepMIeCKOro BeHO3HOTO HOCTYIIa HeBO3MOX-
HO 13-3a MaJIOTO pa3Mepa BeH, IVIOXOil ePeHOCHMOCTH IeTbMI 110-
BTOPHBIX BEHEIYHKIMI1, HeOOXOAMMOCTI JaCTOTO MCIIONb30BaHNA
COCY[JYICTOTO [JOCTYIIa, HECIIOCOOHOCTH OIIEKYHOB M MTAL[EHTOB 06-
YYMTBCS BBIITOTHEHNIO BeHeTyHK . DakTopamu, BAVSAIOLMMI Ha
OTKa3 OT IpUMeHeHNA Nepudepudeckoro fOCTYIa, MOTYT ABUTbHCA
BO3PACT MALMEHTOB U YacTble KPOBOTEUEHIA.

V nauueHToB ¢ reModuIneil peKOMEHZOBAHO JCIIOIb30BATh
B Ka4eCTBE METOJOB YCTPOIICTB HOITOBPEMEHHOIO LEHTPAIbHOTO
JOCTYIIa HOPT-CUCTEMY, HepudepudecKue UMIUIAHTIPYEMbIE LIeH-
TpasnbHble BEHO3HBIE KaTeTepsl [53,54].

YpoBeHb yOequTeNbHOCTI peKOMeHparmit B
(ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 2)

Kommenmapuu: ucnonv3osanue ycmpoiicmea 0071208pemeHHO-
20 UEHMPANbHO20 8eHO3HO20 0OCMYNa No CPABHEHUI0 ¢ nepu-
epuneckum BeHO3HbIM O00CMYNOM Uau4e ACCOUUUPOBATIOCH C
unpexyueii (29%npomus 17%, P = 0.01). IIpu ucnonvsosanuu
ycmpoticme 0071208peMeHHO020 YeHMPATLHO20 BEHO3HO20 00CHIY-
na 803MONHYL Kamemep-accoUUUPOBarHvie Mpombomuueckue
OCTIOHCHEHUS.
IToka3aHuA K MICIONb30BaHIIO YCTPOVICTBA ONTOBPEMEHHO-
IO IIeHTPATbHOTO BEHO3HOTO JOCTYIIA SB/IAETCS:
* IOTPeOHOCTb B PEryIAPHOM [OITOBPEMEHHOM COCYAMCTOM
[OCTYIIE Y HMALIEeHTOB C TeMO(UIINElL, Y KOTOPhIX HEBO3MOX-
HO MCII0/Ib30BaTh Hepudepnuecknii BEHO3HBII TOCTYII U3-3a
MaJjIoro pasMepa BeH;
* HEOOXO[MIMOCTh ~ €©KEe[HEBHbIX BHYTPMBEHHBIX BBeleHMI
(I)aKTOpOB CBEPTHIBAHNA KPOBY, B YaCTHOCTU IIpM IIPOBEJE-
Huu VINT;
] YﬂeTeﬁ[, KOTOPDIE I/TIOXO IIEPEHOCAT IIOBTOPHBIE BEHEITYHKIIMIN.
A6COTIOTHBIM IPOTHBOIOKA3aHMEM K YCTAHOBKE YCTPOJICTBA
JIO/ITOBPEMEHHOTO L[eHTPAIbHOTO BEHO3HOTO [OCTYIA SIBIISIETCS
Ha/m4ue y manyeHTa Npu3HakoB AKTUBHOM ]/IH(beKIl]/H/I.
OTHOCUTETBHBIMY INPOTHBOMOKA3AHMAMU K YCTAHOBKE
YCTPOVICTBA [JOJITOBPEMEHHOTO LIEHTPAIbHOTO BEHO3HOTO JOCTYIIA
SIBISIIOTCA KaTeTep-acCoLUMpoBaHHast MHQEKIMs KPOBOTOKA U Ka-
TeTep-acCcOLMMPOBaHHbIe TPOMOO3bI ITTyOOKIX BEH B aHAMHeS3e.

YV nmanueHToB ¢ reModuneii 6e3 MHTMOUTOPOB PEKOMEH/Y-
€TCsl I YCTAaHOBKE YCTPOJCTBA JOITOBPEMEHHOTO LIEHTPAIbHOTO
BEHO3HOTO AocTyma obecrmeunts aktuBHOCTh FVIII/FIX nmyTem un-
¢ysun dakropa cBeprhiBanus KpoBu VIII**/ dakropa cBepThIBa-
Hust KpoBu IX** [55].
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YpoBeHb ybenuTenbHOCTH peKoMeHpanuit C

(ypoBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

Kommenmapuu: B mabnuye 4 npusedervt 003v1 pakmopa céep-
mueanus kposu VIII™/IX** u uenesas axmusenocmo FVIII/
IX npu ycmanosxe ycmpoticmea 00n208pemeHH020 YeHmMpap-
HO20 B6€HO3HO020 OOCMyna y NAayueHmos ¢ zemodunueii 6es
UHeUOUMOPO8.

Tabnuua 4. Pexxum obecneyeHns reMocTasa npm ycTaHOBKe
nopTa nauueHtam c remodunuven

LleneBas

Bpewms aktuHocTb FVIII/ | Bpems uccneposaHus

FIX B nnasme
[o onepauunn > 100% Yepes 15-30 muH nocne
(1-2 4) NHPY31N
Hepes 8 u nocne > 50% o v nocne nroysun
onepauun
1-3 peHb nocne o
onepaty >50% Jo v nocne nnoyann
4-7 perie nocne >30% o v nocne nHbysun
onepauun

V nmaunyeHToB ¢ reMogunmeil ¢ MHINOMTOPOM peKOMEHAYeT-
cA TIPM YCTaHOBKE YCTPONCTBA JJONITOBPEMEHHOTO L[EHTPATbHOTO
BEHO3HOT'O JIOCTyIa 00eCIeYnTh reMocras myTeM MHQY3UM IIpe-
IapaToB IIYHTUPYIOIIEro JIeliCTBUA — 3NTaKora anbda (aKTuBUpo-
BaHHOT0)** M/IM aHTMMHIUOUTOPHOTO KOAry/IAHTHOTO KOMIUIEKCa**
[55-58].

YpoBeHb ybenuTenbHOCTH pekoMeHpanuit C

(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 3)

Kommenmapuu: npu ycmarnoske nopma nayueHmam c 2emo-
punueii, 0Cn0IHEHHOT UHeUOUMOpamuy K dakmopam ceepmui-
8aMUsL, 2eMOCMA3 0becneuusarm seedeHuem NPenapanmos uiyH-
mupyroujezo Oeticmeust: aHMUUHeUOUMOPHbILL KoA2yISTHMHbLL
komnnexc** 80-100 ed/xe unu #snmaxoe anvgpa (akmusupo-
samHbIl)*™* 120 mxe/ke. Y nayuenmos ¢ uHeubumopom npume-
Haom #anmakoe anva (akmusuposannviii)** kaxove 2-3 u
90-120 mxe/xe 6 meueHue nepsvix 24 u u 3amem kaxcovle 4-6 4 o
7 OHst, Iub0 #AHMUUHUOUMOPHDBLTL KOA2YTITHMHDLE KoMNIeKC**
80-100 ed/xe kaxovie 8 u nepsvie 3 OHs, 3amem Kaxovle 12 u.
Hecmomps Ha n0006HbLLL pescum ycmaHosKa nopmos y 60vHbix
€ uHeUbUMOPpamu HepeoKo OCTIONCHAEINCS 2eMANOMAMU.

PekoMeHyeTCa TPOBOJUTH IPEXBAPUTENbHBII MHCTPYK-
TaxX, 06y'{el-n/[e, TpeHI/IHr IIAVIEHTOB U X OHeKyHOB, yXa)KI/[BaIO-
VX 3@ YCTPOCTBAMY HONTOBPEMEHHOTO LIEHTPATIBHOTO BEHO3HO-
ro gocryma [52].

YpoBeHb ybenuTenbHOCTH pekoMeHpanuit C
(ypoBeHb JOCTOBEPHOCTH HOKA3aTeNbCTB — 4)

Kommenmapuu: navuenmuo u ux onexyHot 00x#Hvl Goimy UH-
Popmuposanvi 0 xapaxmepe ycmporicme 00/1208PeMEHHO20 UeH-
MPAnvHO20 BeHO3HO20 00CMYNA, YX00a 34 HUM, BO3MONHLIMU
OCTIONHCHEHUAMUY, NOPsOKe Oelicmeuli u Kyoa um o6pauamocs
8 cnyuae 803HUKHOBeHUS ocnoxcHenutl. O6yuenue pooumeneil
pabome ¢ nopmom s6nAeMcs 003amenvHIM YCnosuem obecne-
UeHUS IPPeKMUBHOLL NOMOWU Nayuenmam OaHHOil Zpynnvl.
Obyuerue nposooumcs ¢ nepeoeo OHsI UMNAAHMAUUU NOPMA,
UHOUBUOYANBHO, 8PAUAMU U MEOUUUHCKUMU CECHPAMU UeHMPA,
20e 8vinonHAemcs onepayus. B danvreiiuiem 06yuerue npooos-
AHaemcs 8 yenmpe, 20e HAOMIO0AEMCST NAUUEHM HA NOCIOSH-
Hoti ocHoge. Pooumenu u navuenm 00nxHbL 0C60UMb NPABULA
ACENMUKY U AHMUCENMUKY, HABBIKU 1O 8bINOTHEHUI UHPY3UIL
npenapamos ¢ Ucnonvb308aHuem nopma.

3.9. lHoe neueHne

ITanmeHTam ¢ reModuineil peKOMeHIOBaHa [JOIOTHUTENbHAS
reMOCTaTiyecKas Tepamysi Ajisl OCTAHOBKY KPOBOTEYEHWIT: aHTH-
¢dubpunonutndeckue cpencrsa (B02A mo ATX xmaccudmkanym),
reMoCTaTi4yecKie CpefcTBa sl MecTHOro npumenerns (B02BC mo
ATX knaccudukannn) [1,59-62].

YpoBenb ybenutenbHoct pekomengaimit C (ypoBeHb HOCTO-
BEPHOCTH JOKA3aTebCTB — 5).

Kommeumapuu: 8 Kauecmae 0ONONHUMEILHOTL 2eMocamuye-
cKoUl mepanuu 603MOHHO UCNONbL30BAHUE cneby;omux niekap-
CMBEHHbLX Npenapamos:

o Uneubumopor  Pubpuronusa  (anmudubpuronumudeckue
cpedcmaa). VIchonv3yomcsi kax 00nonHeHue K cneyugduueckoll
3amecmumenvHoil mepanuu. Haubonee sppexmusHvr npu
KposomeueHUsIX U3 pax cnuzucmulx o6onoyex. Mozym ucnono-
308amuvcst O NeHeHUs KposomeueHUti Opy2ux noKanu3auuil.
3anpeujeHo UCHONL308aMb NPU NOUEUHBIX KPOBOMEUEHUSIX.

o lemocmamuueckue cpeacmaa O715T MECMH020 npumeHeHuﬂ. Hpu
npoeeaeuuu onepamueHvix eMeuiamesnbCcms, 0cobeHHo Ha na-
pequmamosﬂblx OPZCIHCIX, npu alccmpamguu 3)/603, JleHeHuu
paH noKasaHo Ucnonv3osaHue cemocmamudecKux npenapa-
M08 07151 MeCmH020 npumeHeHus. Imu npenapambt npwvteuﬂ-
HOMCA COBMECMHO C 3aMeCctUmesnbHou mepanueﬁ U npussaHvl
onmumu3uposamao MeCMHbLIL 2eMOCMamuyecKutl 3454361(1’”.
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A

3.1

Me,D,VILI,I/IHCKaFI pea6|/|J'|V|Tau,m|, MeagULMHCKNe noka3aHu4
U NpPoTnBONOKa3aHnAa K NpuMeHeHNO MeTOO0B pea6VIJ'IVITaLI,I/II/I

Ob6wwme NprHLMNbI NeYeHns

HaIH/IEHTaM C I‘eMO(l)I/I]II/IeI?I C MOPAa’KEHNEM 3TIEMEHTOB ONIOP-

HO-JIBUTATEeTbHOTO amIapaTa PeKOMEHJAO0BAHO [ONTOCPOYHOE
Jle4eHMe MOBPEXIEHMII CYyCTaBOB M MBbIIIL, ¥ (PYHKIMOHA/IbHAA
peabunuranys, a TakXKe CaHATOPHO-KYPOPTHOE JIedeHMe C LIeIbI0
IpefloTBPAllleHNsl POrPecCUPOBaHNA HApYLIEHUIT OIOPHO-IBU-
raTe/IbHOTO amllapaTa ¥ YIYYIIeHNSA UX OPTONeAMYecKOro CTaTyca
[24].

YpoBeHb ybenutenbHOCTH pekoMeHpauit C
(ypOBeHb JOCTOBEPHOCTH HOKA3aTeIbCTB — 5)

Kommenmapuu: ocHo8HbIM KAUHUMECKUM NPOSBTIEHUEM 2eMO-
Punuy ABATIOMCT PEUUOUBUPYIOULUE KPOBOUSTIUAHUS 6 Cycma-
8bl, 4O HEOOPAMUMO NPUBOOUM K PA36UMUI0 Depopmupyiouets
apmponamuy u XpoHU4ecK020 CUHOBUMA Y IMUX NAUUEHIIOB.
Iopanxcenue onopHo-08U2AMenbHOZ0 ANNAPAMA CYULECTNBEHHO
TUMUIMUPYem COUUANTbHYI0 A0anmuposanHoCv NAyUeHNos,
yxyOuiaem ux xauecmeo xcusnu. Jlewenue MOIHO nPoBOOUNTL
8 CAHAMOPHO-KYPOPMHBIX OP2AHUSAUUAX 6 KIUMAMUHECKOiL
30He NPONCUBAHUS NAUUEHMA, A4 MAKIHEe HA OATTbHEONIOZUMECKUX

kypopmax. Paspabomka peabunumayuoHHbIX MepOnpUIMuLL

007HHA NPOBOOUMBCA COBMECHO CNEUUATUCMAMU N0 peabu-

UMAUUU, Kypopmonoeuu u 8pavamu-2eMamosnozamu, umer-

ULUMU ONbLM JIeUeHUS NAYUEHINO08 C HAPYUEHUAMU C8epMblea-

HUSA KPOBU.

Bo3MO>XHBI Tak1e BUJbI TEPAIINYU KAK:

o IIKOJIa ITICHXOJIOTMYECKO NpOQUIAKTUKYA M/IA HalMeHTOB
" POJICTBEHHUKOB;

* BO3JEIICTBIE YILTPA3ByKOM IIPK 3a00/IeBaHISX CYCTABOB;

o IEKAPCTBEHHDINT  yabTpadoHOopopes mpu 3aboneBaHMAX
CYCTaBOB;

* 97IEKTPOQOpe3 TeKapCTBEHHBIX IPENapaToB IIpu 3aboneBa-
HUAX CYyCTaBOB;

* BO3JIEJICTBYE BHICOKOYACTOTHBIMY 37IEKTPOMATHUTHBIMU II0-
nAMY (MHAYKTOTEPMIMA);

* BO3JIEIICTBUE SNIEKTPUIECKMM IIOJIEM YIBTPAaBBICOKOI YacToO-
11 (D11 YBY);

* BO3JIEJICTBIE [TepeMeHHbIM MarHnTHbIM rorneM (ITeMIT).

15



FTEMO®UINA

5 rlpOCIDI/IJ'IaKTI/IKa "M AncriaHcepHoe Ha6J'IlO,EI,eHVIe, MegUuLnmHCKne
NOKa3aHnA n NpPpoOTNBOMNOKAa3aHUA K NTPUMEHEHUNIO METOO0B

npodunnakTnkm

[Tanmentsl ¢ reModuIMell JODKHBI HAaOMIOMATLCA TIPYIIION
CIIELVI/INCTOB PAa3IMYHOTrO PpOoQuIA, BKI0YAIOIell Bpaua-reMaTo-
7Iora, Bpaya-neiuarpa, Bpaya-TpaBMaTOIOra-0pTONeNa, Bpaya-CTo-
MaTojIora, Bpaua-¢uanoTepanenra, Bpada JIDK, MemmimHCkoro
TICHXOJIOTa, MMEIOUIMX OIIBIT PaboThl ¢ GONMbHBIMM TeModume
[1,24].

OcMOTp MalMeHTOB BpauoOM-IeMaToI0TOM, BpauOM-TPaBMOTO-
JIOTOM-OPTOIIEJIOM ¥ BPa4OM-CTOMATO/IOTOM JO/IKEH IIPOBOUTHCS
He MeHee 2-X pa3 B IOfl; OCTa/IbHBIMM CIIEIIVIA/IMCTAMM - 110 Heob-
xopumocTu. LlenecoobpasHo mpoBefieHMe AMCIIAHCEPU3ALMU IIa-
IMEeHTOB 1 pas B rof B CIElMaaM3MPOBAaHHOM IIeHTpe HapyLIeHWi
reMOCTasa, eC/lM LeHTP pacloyaraeT JOCTaTOYHO KIMHMIKO-Iabo0-
paropHoii 6asoit [1,63].

IducnaHcepHOe HaOMONEHNE 3a MMAIMEHTaMu ¢ TeModumeit
BK/IIOYAET:

o [luHaMy4ecKknii MOHUTOPUHT COCTOSIHM TAIVIeHTa C OLeH-
KOI‘/'I HanmmM4msa HeXeIaTe/IbHbBIX HB}IGHI/Iﬁ Hp]/[ HPOBEHCHI/H/I 3a-
MECTHUTE/IbHOI TepaIni: MOosBIeH)e NHIMOUTOpa K pakTopy
CBeprIBaHI/IH KpOBI/I, I/[H,IH/IBI/I,I]ya}IbHa}I HCHGPEHOCI/IMOCTI)

npenapaTa, BUPyCHasA KOHTaMMHAIMA, MSMEHEHMA TICUXONIO-
TUYECKOTO MM COIMANBHOTO CTaTyca NallMeHTa, OljeHKa CO-
CTOSAHUA TepudepIIecKoli BeHO3HOI CUCTEMBI.

o JledeHne OC/IO>KHEHMII TeMOGUINM: KOPpeKLMsA Aeduimra
XKeJe3a, MHIMOUTOPOB.

» BriABIeHMe COMyTCTBYIOIMX 3a00/IeBaHMI, 0COOEHHO 3a60-
nesaHuit 3y6os, nonoctu pra, KKT, JIOP-opranos, maTomno-
TUY CEPJIeYHO-COCYAMUCTOI CUCTEMbI U Jp. ¥ HalpaBJieHNe K
IPOQUIBHBIM CIIEL[UAIICTAM.

Bcex manyeHToB ¢ reModuaueil peKOMEHAOBAHO PETUCTPU-
poBaTh U HAOMIONATD B CIELMANTU3UPOBAHHOM LieHTpe (110 BO3MOX-
Hoct) [1,3].

YpoBeHb ybenuTenbHOCTH peKoMeHpanuit C

(ypoBeHb JOCTOBEpHOCTH TOKA3aTebCTB — 5).

Kommenmapuu: y nayuenmos unu épadeti, Kk Komopvim OHu

00paUAIOMCS, KPYyenocymouHo O00NHHA ObimMb B03MONICHOCb

KOHMAKMa ¢ 6pavoM-2eMamosniozom, UMEIOUUM ONbiim JleueHUs

60NbHBLX ¢ HAPYUWEHUIMU 2eMOCNA3a.

é OpraHusauusa okaszaHusa MeAULMHCKON NMOMOLLM

Bcex marueHToB ¢ reModmineil peKOMEHLOBAHO PETUCTPUPO-
BaTb ¥ HAOMIOAATh B CIIEL[MATM3MPOBAHHOM LieHTpe (II0 BO3MOX-
Hocty). JIo/KHa OBITH KPYITIOCYTOYHAsI BO3MOXXHOCTb KOHTaKTa
C BPauOM-TeMaTOJIOrOM, MMEIOIVM OIIbIT jIe4eHNsI OO/IbHBIX C Ha-
PYLIEHMSIMU FeMOCTasa.

IToxasaHuA Q1A IIAHOBOM rOCIUTAIN3AIMI:

* IVTAHOBOE OII€EPATUBHOE JIEUECHME.

Iloxasanus Jivi¢: e BKCTPCHHOiI TOCIIUTAIN3ALINN:
* XXM3HEYTPOXKAKIIE€ KPOBOTEIECHNE;

* IIPOBEEHNE IKCTPEHHOTO OII€PATNBHOI'O BMEIIATE/IbCTBA.

IToxa3aHus K BBIICKE nmanyeHTa U3 CTaifuoHapa:

¢ II0JIHaAA OCTAaHOBKA KPOBOTEYECHMA
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7 HononHutenbHas HbopmMaums (B ToM Yncne pakTopbl, BAUSAIOLWME Ha
ncxop 3aboneBaHNs UAN COCTOSAHMUSA)

7.1 OcHOBHbIe NPVHLUMbI OPraHM3aLMm NOMOLLM
naumMeHTam c remodunnen

TapanTrpoBaHHOe GecrepeboiiHoe obeciiedenne akropa-
M cBepThiBanus Kposu VIII** u FIX**, dpakropom cBepThIBaHMA
kpoBu VIII + dakrop Bunnebpanpga**, okrokorom ambda**, mo-
pokTokoroM anbda**, cuMokTokoroM anbga ($hakTop cBepTbIBa-
Hust KpoBu VII yenoBeveckmii peKOMOMHAHTHBIIN)*Y, HOHAKOIOM
anbga**, TOHOKTOKOroM anb(a, TYPOKTOKOroM anbda, 3¢pMOpPOK-
TOKOTOM ajibda**, pypMOKTOKOroM ajbga I3roj, anbyTperneHoHa-
Korom anbga, IMUIM3YMabOM** y IALMEHTOB C HEOCTOXXHEHHOI
reModuIMeil WIN IpernapaTaMy ITYHTUPYIOLIETO AEVICTBUA, SMU-
LM3yMaboM** y MalMeHTOB ¢ MHIMOUTOPHOI (popMoit reModuinm
A, obyueH1e IPUMEHEHNIO ITHX IPENapaToB YWIEHOB CeMby 6OIIb-
HBIX FeMODI/IVeil SABIIAETCA IPYOPUTETOM B OPraHM3aLMY TIOMOLIN
60/bHBIM reModIIVeit.

ITpu medeHNy KpOBOTEUYEHNIT HEOOXOMUMO IPHUEPKIBATH-
¢4 CIefyIOIUX IPUHIVIIOB:

1. ]l OCTAaHOBKM KpPOBOTEYEHWII JO/KHA IPUMEHATHCA 3aMe-
CTUTeNbHAsA Tepamus (aKTopaMu CBepThIBaHUA Kposu VIII**
n FIX**, ¢pakropom cBeptoiBanust KpoBu VIII B komOuHanmm ¢
¢daxropoM Bunnebpanga**, okTokorom anbga**, MOpoKTOKOToM
anbda**, cuMokTokoroM ambda (dpaxTop cBepTHIBAaHMA KPOBU
VIII yenoBedyecknit peKOMOMHAHTHBIN)**, HOHAKOrOM anbda**,
JIOHOKTOKOTrOM anb(da, TypOKTOKOroM anbga, 3pMOPOKTOKOTOM
ambda**, pypuokTOKOroM anbga Isros, andyTperneHOHaKOroM
anbga, 60 NpenaparamMy IYHTUPYIOLIETO Ae/CTBIA Y IalleH-
TOB C MHIMOUTOPHOI HOPMOIT TeMOPUIINN.

2. Heobxopumo cpasy mpuMeHATb 9 (eKTUBHBIE [O3bI (HaKTOPOB
CBEPTBIBAHMsI KPOBJ JIM IIPENApaTOB LIYHTHPYIOILIETO eil-
ctBus. Tepamust HEOCTATOYHBIMY O3aMM He TTIO3BOJIAT OCTAHO-
BUTb KPOBOTEUEHIIE, IIPUBEAET K II0TEepe BPEMEH, HAPaCTAHNIIO
reMOpparn4eckoro CMHAPOMa ¥ HEOOOCHOBAHHOMY PACXOLY HO-
POTOCTOsAILEro mpemapara.

3. [eMmocTaTnyecKyo Tepammio (BBefieH1e paKTOpOB CBEPThIBAHMA
KPOBY) HEOOXO/IMO HayMHATh KaK MOXKHO paHblle (B MaKCHh-
Ma/IbHO CKaTble CPOKYM HaCTO/NBKO HACKOTBKO 9TO BO3MOXKHO,
JKeJIaTe/IbHO B TeYEHNe MEePBbIX 2 4acOB II0C/Ie IONTyYeHNs TPaB-
MBbI UJIN IIOABJ/IEHUA HepBbIX Cy6'beKTI/IBHI)IX nim 06'I)CKTI/IBHI)IX
IPU3HAKOB KpoBouanusHus). [IoaToMy ocHOBaHMeM Jiis Havasa
TepaHI/H/I MOFYT 6I)ITI) Cy6'I)eKTI/IBHI)Ie OIHYIHCHMH IMagVeHTa UiIn
¢daxT TpaBMbL. BBeeHne npenapara GO/DKHO GBITH BBIIOTHEHO
o6s3arenbHO. HeoOX0[MMO CTpeMUTHCS OCTAHOBUTD KPOBOTEUe-
HYIe VIV KPOBOM3/IMSIHYE O PAa3BUTHsI 3HAYVMMBIX K/IMHNIECKNX
nposiBeHuit. [Tpy Hamu4uy TpaBMbI MALVEHT JO/DKEH OBITh OC-
MOTpEH BpadOM-TeMaToIorOM B 00513aTeNIbHOM IIOPSIZIKE.

4. JleyeHne IETKMX U CPEJHIX KPOBOTEYEHMI JOIDKHO TPOBONUTHCS
Ha JIOMY TaL[eHTOM JJIU €r0 POJACTBEHHMKAMU B COOTBETCTBUY
C peKOMeHalAMY Bpada-reMaroyora. [Tpu pasBuTHm TsKe1oro
KPOBOTeUeHsI Tepamus JO/DKHA OBITh HayaTa Kak MOXXHO PaHb-
e (Ha OMY) ¥ IPORO/DKEHA IOf HAO/IIOfieHeM Bpada-reMaro-
JIOTa CTALIMOHAPHO WM aMOY/IaTOPHO.

5. I[TaniueHTHI He JO/DKHBI MICIIONb30BATh IpelapaTsl, HapyIarolye
(YHKIMIO TPOMOOLIMTOB ¥ yTHETAOLye CBEPThIBAHUE KPOBH,
0COOeHHO aleTHICATUIIOBYI0 KucnoTy** u gpyrue HIIBII, sa
VCKJTIOYEHNEM HEKOTOPBIX OKCHMKaMOB (MHTUMOMTOPOB IVKIIO-
okcurenassl-2 (IJOI-2)) —keToponaka**, HuMecynuaa, n6ympo-
¢dena**, mpenaparoB u3 rpymnnsl «kokcu6s» (MO1AH mo ATX
KITacCUQUKALNI).

6. Cremyer msberaTb BHYTPUMBIIIEYHBIX MHDEKLMI UM HYHKLUK
apTepuit.

7. CriefyeT MOOLIPSTD Pery/sipHbIe 3aHATHS (PUSUIECKUMU YIIPaXK-
HEHVSIMM, CITOCOOCTBYOIIMY PasBUTUIO MYCKY/IATYPbI, 3aI{UTe
CYCTaBOB UM YIYYLIEHMIO (U3NIeCKOro coCcTosHus (Hampumep,
nedebHas IMMHACTUKA, UIABAHNE, TEPPEHKYP).

8. IManueHTbl O/DKHBI M36€raTh CUTYALVIL, CBSI3AHHBIX C BBICOKMM
PUCKOM TpaBM, B TOM 4MCJ€ 3aHATUA KOHTAKTHBIMM BUIAMU
eqMHOO0PCTB, UTP C TSDKEBIM MIYOM, 3aHATUIT Ha CIIOPTUBHBIX
CHapAfax, U T. [i.

7.2. CtomaTonormyeckas moMoLLb

MecTHast aHecTe3us y IALVIEHTOB C TSKEJION U CPeHe TSDKENIO0N
¢dbopmamy reMobuIMM MOXET IPOBOJUTBCA TONBKO MOCTIE BBEZle-
HusA QaxkTopa cBepThIBaHNA KpoBU [60,62].

JIist 60nbHBIX TeModuIell BaXXHO COOMIOfieHIie TUTMeHbI 110-
JIOCTH PTa, YTO MOMOTAeT MPESOTBPATUTh PasBUTHE MAPOJOHTO3a
u Kapueca. Iy uncTku 3y60B He0OXOAMMO UCIIONb30BATh MATKYIO
3yOHYyI0 1eTKy. IIIaHOBbIe CTOMATOIOIMYeCKe OCMOTPBI JODKHbI
IIPOBORUTLCA He MeHee 2 pa3 B rofi. OObIYHbIE OCMOTPBI Bpada-CTo-
MaTOJIOTa M YMCTKA 3y60B MOTYT IIPOBOAUTHCA 63 3aMeCTUTENbHOM
tepamuy ¢akropamyu. OgHAKO HEOOXOAMMO MMeTb B CBOOOJHOM
[OCTYIIe TeMOCTaTH4YecKye cpefcTBa (GaKTOpbI CBepTHIBAHMA KPO-
Bu VIII*/IX**, anTudnOpMHONNTIHECKIE CPENICTBA).

IIpn oxasaHMM CTOMATONOIMYECKON IIOMOIIM BaXKHO Tec-
HOe B3aMMOJIeJiCTBME Bpaya- CTOMATOJOTa M Bpaya-reMaToso-
ra. Yganenve 3yba mam XMPyprudeckue MIPOLEAypPhl BBIIOIHSITD
IOfl CTPOTMM KOHTPOJIEM TIeMOCTasa U II0C/Ie KOHCY/IbTalluu
Bpaya-reMaTosIora.

ITpn mpoBefileHNy CTOMATONOTMYECKUX TIPOLEAYP BO3MOXHO
IIpUMeHeH)e TPaHeKCaMOBON KUCTOTBI** (3a MICK/TIOUeHNEM JieTeil
miaguie 1 roga) win Apyrux aHTUGpuOPUHOMIUTUYECKUE CPEACTBA C
LIe/IbI0 YMEHbIIEHVsI HeOOXOAMMOCTI B 3aMeCTUTE/IbHOI Teparm
(dakTopamMM CBepThIBaHMA KPOBU. BO3MOXKHO JICIIONb30BaHME Te-
MOCTaTMYeCKMX CPefiCTBa I/I MECTHOTO IIPYMEHEHN II0C/Ie yfia-
neHus 3y60B. IIpu OOIIMPHBIX CTOMATONIOIMYECKUX IPOLieAypax
(Ha/OXKeHye HIBOB, MHOXECTBEHHasi SKCTPAKLVs 3y0OB) MOXXeT
HOHA/J0OUTHCA TOCIUTAMM3ALMA TAIMEHTa B CTAIMOHAP.

Cnenyer Bo3pepxarbcsa oT npumenenmsa HIIBII, ocobenno
are TUICATUIIVIOBON KUCTOTBI* Y,

Ocoboro BHUMaHMA TpebyeT MpOPUIAKTUKA BO BpeMs CTOMA-
TOJIOTMYECKVX IIPOLEAYP Y MALMEeHTOB C MHIMOUTOpaMn K pakropy
VIII/IX.

7.3. Temodunnuns y HOBOPOXAEHHbIX.

ITpu peweHnn Bompoca o crocobe popopaspeltenus (Baru-
Ha/IbHOE VIV ONIEPATHBHOE), eCTIM OKUAAETCS POKAeHMe pebeHKa
¢ remo¢umeit, He0OXOHMMO BbIOpaTh Hambo/Iee aTpaBMaTUYHbIN
c110c06. BakyyMaKcTpaKums sBIAETCS OMACHOM U He JO/DKHA HPO-
BOAUTHCA B OTHOLIEHUN IUIOAOB, Y KOTOPBIX IIOAO3PEBAECTCA I'€MO-
¢unus. Ilocne pomopaspelIeHnst sKeaTeNbHO 0To6path o6paser
IYIIOBMHHOI KPOBM B IIPOOMPKY C IMUTPATOM HAaTpys I/ OLpenie-
JIeHVIsI aKTUBHOCTY (aKTOPOB CBEPTHIBAHVs KpoBU. IIpu orjeHKe
pesy/IbTaToB HEOGXOAMMO YUMTBHIBATH BO3PACTHBIE OCOOEHHOCTH.
Ilo MOMeHTa JUarHOCTHKY, Y HOBOPOXKIEHHBIX C OXKMAAEMOIT TeMO-
et xenaTeIbHO BO3AEPXKATbCS OT BEHEIYHKINI (TOIBKO /IS
JVATHOCTUKY TeMOQuINN), 0T60pa 06pasLioB KaluIspHOI KpOBY
U IPYTUX MHBA3MBHBIX MAHUITY/IALIMIL.

7.4.NposepeHve nabopaTopHbIX CCNEA0BAHNIA

JlabopaTopHBle aHanM3bl JIEKAT B OCHOBE [UATHOCTUKU U
KOHTpOJIA y Hal[MeHTOB ¢ reModuneil. Tpe6oBaHNUA K yCTIOBUAM
U TexHMKe OT6Opa 0OpasI[OB M BBHITONHEHNS JICCIEJOBAHMII He
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OT/IMYAIOTCS OT CTAHZAPTHBIX. Ba)KHBIM acIieKTOM 1ab0opaTOpPHBIX
UCCTIElOBAaHNUII ABJIAETCA y4acTue B CHCTeMe KOHTPOJA KayecTBa.
ITpu gyarHocTHKe reMO(INM ONITYMA/IBHO YIaCTBOBATD He TOJIb-
KO B TOCYJapCTBEHHOI, HO M B MEXXIYHAPOJHOI CIICTEME KOHTPOIA
KayecTBa /1ab0OPaTOPHBIX MCCIENOBAHMIL, OXBATHIBAIOIEN OCHOB-
Hble KOAry/I0/I0TM4ecKye IapaMeTphbl.

7.5. BakymnHauus.

IMTanyeHThl ¢ reModuuuell MOTYT OBITb BaKLVHMPOBAHBL
Oco6eHHO BaXKHO NpOBefieHMe BaKLMHALMM OT remarura B. Ilpu
BAaKIVHALMM TIPENIOYTEHNE OTHAETCA OPATbHOMY MM IOZKOX-
HOMY BBEJEHMIO IIpelapara, 10 CPaBHEHUIO C BHYTPUMBbILIEYHBIM
UM BHYTPUKOXXHBIM. Ec/int 17151 JaHHOI BaKLMHBI IOCTYTIEH TOMb-
KO BHYTPMMBIIICYHBIII Ty Th BBEJleHNUA, HEOOXOMMa 3aMeCTUTeNb-
Has Tepanus [ OPefOTBPALIEHNs Pa3BUTUA IeMaToMbl. B sTom
CIry4ae 3aMEeCTUTE/IbHYIO TePANNIO MPOBOJAT HaKaHYHe BaKI[MHA-
nuu. B neHb BakUMHAIMK BBEJieHNE TIpellapaTa He PEKOMEH/YETCH.
Henbss mpoBoguTh BaKUMHALMIO BO BpeMA KPOBOTEYEHNA.

7.6 HexxenatenbHasi MegMkamMeHTO3Has Tepanus.

He PEKOMEHAOBAaHO IIPMMEHEHNE NMPENAPATOB, YXYIIIAOMINX
(1)yHKLU/IIO TpOM6OI_U/[TOB VIV CBEPTHIBAHNA KPOBU.

ITpuMeHeHMe TAaKMX MPEIAPATOB MOXKET IPUBECTH K pPasBU-
THIO TSDKEJIBIX KPOBOTEUEeHMT, KOTOpble He KOHTPOMPYIOTCS BBe-
menmeM (aKTOpOB CBepThIBaHMA KpoBuU. OFHAKO, PasBMBIIMIICA
TpoM603 MOXeT IOTPe6OBATh IPYMEHEHNSI aHTUTPOMOOTNIECKIX
cpeacts (aHTmkoarymsHToB, BO1A mo ATX xmaccudumkarium).
IIpenmnoyrenre HafO OTHABATH IIperapaTaM KpaTKOBPEMEHHOIO
meticTBysL. Kaxkpipit pa3 HeOOXOAMMO aHAIM3MPOBATh COOTHOILECHIE
[O/IB3Bl U PUCKA OT NPVMMEHEHVS] aHTUTPOMOOTUYECKUX CPENCTB
(aHTMKOATY/IIHTOB ¥ MHIMOUTOPOB arperanuy TpOMOOLUTOB).

7.7 ObyyeHVe NaLMeHTOB U YJIEHOB X CEMeN.

O6yqeﬂme MALEHTOB M 4YIEHOB MX CeMeil — HeoOXOommmoe
ycrnoBue ofecmedeHMs afjeKBaTHOV IIOMOLIM TaKUM OOJIbHBIM.
OO6yueHre HadMHAETCsI Cpasdy IOCTe YCTAHOBAEHMS [MarHosa
Y IIPOBOZIMTCS Ha TIOCTOSTHHONM OCHOBE BpayaMy ¥ MEUIIMHCKIMU
cecTpamu LIeHTPa, B KOTOPOM Hab/II0/jaeTCsI MAIVEeHT.

O6y4eHne IPOBOANTCS NHAVBUAYATBLHO IIPHU [TOCEI{eHNN [ieH-
Tpa ! B paMKax IIKO/IbI OOIbHBIX reModuIneit.

OcHOBHbIE HANIPaB/IeHUs 00yYeH s NAIVIEHTA M YIEHOB €ro
CeMbU:

* 4TO TaKoe reMOopUILs;

+ 0COOEHHOCTH JieTeil, 60NMbHBIX reModunet;

o HABBIKJ OLIEHKM COCTOSIHUS PeOeHKa;

CUMIITOMOB,

°* HABBIKMI OLCHKIU N TAXECTU

KPOBOTEYECHNA;

XapakTepa

* XpaHeHMe U UCIO0/Ib30BaHIe (PAKTOPOB CBEPTHIBAHNS KPOBY;
¢ TIOKa3aHUA U [O3bI 3aAMECTUTEBHOI TePATINNL;

* HaBBIKM NIPOBeieHNs NHQY3UN B JOMAIIHNX YCIOBUSX;

* YXOJ 32 BEeHaMI;

o IIPYIMEHEHNe JPYTUX TeMOCTATIIECKIX CPEefICTB;

o ¢pusMYecKas aKTUBHOCTB;

o IICUXOJIOTMYECKAs M COLMA/IbHAA afjanTals;

« IpodeccroHanbHast OpUEeHTALS;

o IOPUANIECKIIE aCTIeKThL.

ITomyuMo Bpadeit u MeficecTep K 0Oy4eHMIO TAlMEHTOB U Wie-
HOB 1X CeMeil He0OXO/YIMO PYB/IeKaTh MEAUIMHCKIUX IICHXO/IOTOB,
IOPUCTOB ¥ YIEHOB OOLIECTBEHHBIX OpraHM3alluil, IpefCTaBIsIo-
VX MHTepeCchl 6ONbHBIX reMOdIINeit.

Kputepuu oueHkun kayectBa MeAULUHCKOW NOMOLLMU

TPOMBOLMTOB B KPOBH

YpoBeHb YpoBeHb
Ne | Kputepuu kauectBa LOCTOBEPHOCTU | yOeauTenbHOCTU
JoKasaTeslbCTB | pPeKoMeHAauumn
MaumeHTy ¢ nogospeHnem Ha remodununio NMMbo ¢ BepudnLMpoBaHHoON remodunmen
1 BbIMOJSTHEHbI OBOLLMI (KIIMHUYECKUNIA) aHaNN3 KPOBU U UCCIIeA0BaHNE YPOBHS 5 C

(mo Knayccy)

MauneHTay ¢ nogospeHriem Ha remodununio MMbo ¢ BepudnLMpPoBaHHON reModunveit
BbINONIHEHa KoarysiorpamMmma (OpMeHTUPOBOYHOIO UCCIeA0BaHNA CUCTEMbI FeMOCTasa),
2 BKJIIOYAIOLLAN aKTUBUPOBAHHOE YacTuyHoe TpoMmbonnactuHoeoe Bpems (AYTB), 5 C
npotpombuHosoe Bpems (MB), TpoMburHoBoe Bpems (TB), koHueHTpauuio dubpuHoreHa

MauneHTy c reMopparmyeckmm CMHAPOMOM U yaanHeHHsiMm A4YTB npu nogospeHumn
Ha reModuUINIO BbIMOSIHEHO UCCNELOBaHNE KPOBU A1 AUArHOCTUKN BPOXAEHHOTO

bakTOopamMu cBepTbIBaHWS KPOBU

3 5 C
febunumnta bakTopoB cBEPTLIBaHMS, BK/lOYAIOLLEE OnpeaesieHne akTMBHOCTM dakTopa
VIII B cbiBOpPOTKE KPOBU, OnpegesneHne aktusHoctn dbakTopa IX B cbiBOpoTKe KpOoBUM

4 MaumneHTy c remodunmnen nposefeHa cneynduryeckas samecTuTenbHas Tepanms 5 C
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Mpunoxenne A1.

CocTtaB pabouel rpynnbl No pa3paboTke 1 nepecMoTpy

KITIMHN4YeCKUnX peKomeH,u,au,M[/'l

1. 303yna Hapexxpa VIBaHOBHA, 1.M.H., accoumanusa COfeICTBUSA
PasBUTHUIO I€MATOJIOTUM, TPAHCPYSMOIOTUN ¥ TPAHCIIAHTALIUN
KOCTHOTO MO3ra «HalmoHanbHO€e reMaTomorn4eckoe obIecTBo»,
r. MockBa

2. Anp-Pagu JIro60Bp CaTTapoBHa, K.M.H., acCOLMauUMs CORel-
CTBYVISI pa3BUTHIO TeMaTOIOTUY, TPAHCY3MOIOI NI M TPAHCIIIAH-
TalM KOCTHOTO Mo3sra «HalmoHanibHOe reMaTonorn4eckoe oo-
1IeCTBO», I. MOCKBa

3. Auapeesa TaTtbaHa AHfpeeBHa, K.M.H., I. CankT-IleTepbypr

4. Tanctan Tennaguit MapTuHOBUY, A.M.H., acCOUMaLuA cofeii-
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KOCTHOTrO Mo3ra «HalmoHanbHoe reMaTonorndeckoe o61ecTBo»,
r. MockBa

NMpunoxeHne A2.
pekomMmeHpaunm

LleneBasi ayautopums AaHHbIX KIIMHNYECKUX
pekoMeHpauunin:

1. Bpaun-remaronoru

2. Bpaun-negmaTphl

3. Bpaun-TepaneBThl

4. Bpaun-xupypru

5. Bpaun-cromarosnoru

6. Bpaun-oTopuHONIapUHTONIOI

7. Bpaun-TpaBMaTONIOTM-OPTOIIEbl

MeToppl, ncnonb3oBaHHble ania cbopa/cenexkumm
[0Ka3aTesIbCTa:

TTouck r[y6711/11<a1_u/u71 B CHCLU/IaTH/ISI/IpOBaHHbIX HepI/IOJII/I‘IeCKI/IX
[eYaTHBIX M3aHNSX C UMIAKT-(pakTopoM > 0,3.

ITouck B 9/1eKTPOHHBIX 6a3ax JAHHBIX.

Basbl maHHbIX, MCNoONIb30BaHHbIX A5 cbopa/cenexkuun
[OKa3aTesbCTB:

JokasarenbHO 6a30il [y PEKOMEHAALMIl SIB/ISIOTCS ITy-
6mukanyy, Boumemuue B 6asbl gaHHbix PUBMED, MEDLINE,
KokpaHoBckoit 6ubmorexn. Ilonck npoBoguics Ha rmybuny 60-
nee 20 nert.

MeTO)J,bI, MCNoJZib30BaHHbIE OJ14 aHaJIN3a OOKa3aTeJIbCTB:

+ O630pBl MeTa-aHaIN30B, PAHTOMUSUPOBAHHBIX IIPOCIEK-
TUBHBIX KOHTPOIMPYEMBIX II€PEKPECTHBIX KIMHMYECKUX
MUCCIEMOBAHUI.

+ O630pbI ONy6IMKOBAHHBIX UCCIIEOBAHNIL CTy4ail-KOHTPOJIb
VITIVI KOTOPTHBIX MCCIIEIOBAHMIA.

« CucremaTideckye 0630pbI ¢ TabIMIIaMM OKA3aTeNbCTB.

MeTopbl, ncnonb3oBaHHbIe AJ1F KavyecTBa U CUJIbl
AOKa3aTesbCTB:

» KoHceHcyc aKkcIepToB;

» O1eHKa 3HAUMMOCTH JOKA3aTeIbCTB B COOTBETCTBUU C peii-

TMHTOBOJI CHCTEMON YOeNUTeNbHOCTY HOKa3aTenbCTB (Ipy-
nokenue 1).

MeTogonorusa pa3paboTku KINHUYECKMX

MeTtoponorus pa3paboTkn pekomMmeHZaLmm:

OmnucaHne MeTOAVKM aHaAM3a JOKa3aTeIbCTB U Pa3pabOTKM
peKoMeHannit

ITpu oTbope mybMMKAIIiL, KAK MOTEHIIATbHBIX MCTOYHIKOB
IOKa3aTebCTB, VICIIONIb30BaHHAsI B KAXKIOM MCCAENOBAHMI METO-
ROTIOTVsL BO/DKHA OBITH M3Y4eHa [Isl TOTO, YTOOBI yOemUThCs B CO-
OTBETCTBMM ee IPVHIUIIAM J0Ka3aTelbHOII MeIMIVHLL Pesymbrar
U3y4eHMs BIMsIeT Ha YPOBEHb JOKA3aTe/bHOCTH, [IPUCBANBAEMBbIIT
IyO/IuKanmy, 4YTO B CBOIO O4epefb BIMAET Ha CUTY BHITEKAIOLINX U3
Hee peKOMEH Al MIA.

Mertoponornyeckoe usydeHue GOKycHpyeTcsa Ha OCOOEHHO-
CTAX AM3aliHa UCCIIeNOBAaHMA, KOTOPbIe OKa3bIBa/lM CYIeCTBEHHOE
B/IMsIHVE HA KA4eCTBO Pe3y/IbTATOB 1 BHIBOZIOB.

C mempl0 UCKTIOYEHWS BAMAHUA CYOBEKTUBHBIX (DAaKTOPOB
Ka)X[I0e JICCIeflOBaHNMe OLIeHMBACTCS, KaK MIUHUMYM, ABYMsI Hesa-
BUCYMBIMU YIEHAMI aBTOPCKOTO KO/IEKTBA. Pasmuuns B oleHKe
00CY>KHAIOTCS HA COBELIAHNsX pabodert IPyIIIbl aBTOPCKOTO KO-
JIEKTMBA JaHHBIX peKOMEHAAINIL.

Ha ocHoBaHUM aHa/M3a JOKA3aTeNbCTB paspaboTaHbl pasyiebl
KIMHUYECKUX PEKOMEH/IALINII C OLIEHKOI CM/IBL B COOTBETCTBUU C
PEVITMHTOBOI CUCTEMOV Tpafaluil NOKa3aTeIbHOCTU peKOMEH[a-
it (Iputoxenye 2).

MeToppl, ucnonb3oBaHHble A1 GOPMYSIMPOBaAHUS
pekoMeHpaLmin:

» Koncencyc skcnepTos.

« OLeHKa 3HAYMMOCTM peKOMeHjauuil B

C PpPElTUHTOBOM CHUCTEMON TpajlallMii [JOKa3aTelTbHOCTHU
PpeKOMeH LI MIA.

COOTBETCTBUU

MeToponorusa Banuansaunm pekoMmeHgaumn:
MeTtopn! Bamuansanuu peKoMeH aIuii:
» BHemHAA skcriepTHas OLleHKa.

. BHyTpeHHHﬂ 9KCIIEpTHasA OL€HKa.

Onucanye METOTUKY BaTUAM3ALNY PEeKOMEHIAIMI:

PexoMenpanuy B mpefBapUTENbHON BepCUM PeLleH3UPYIOTCA
HEe3aBJMCUMBIMU SKCHEPTaMy, KOTOPBIX IMPOCAT IPOKOMMEHTUPO-
BaTh, HACKO/IbKO Ka4eCTBEHHO MHTEPIPETUPOBAHDI JOKAa3aTe/lIbCTBA
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u paspaboTaHbl peKoMeHpaumyu. Takke MPOBOAUTCS IKCIIEPTHAS
OLIEHKa CTUJ/IA M3/I0KEHMA PeKOMEH/Ialuil M UX NOCTYITHOCTH [
TIOHMMAaHMUS.

IIpenBapurenpHble BepcuM PEeKOMEHJALVII MpeNcTaB/AlTCA
I OOCY)XIeHNs Ha HAyYHBIX IeMaTOJOIMYeCKMX KOHQepeHIM-
six HalMoHa/IbHOTO reMaToNorn4ecKoro oOmecTsa 1 3acefaHmsx
IpodubHoit komuccun mo lemaronorny, Pabodeit rpymmsl 1mo
paspaboTKe KIMHMYECKMX PEeKOMEHAaumii leMaTomorndeckoro
HAay4YHOTO LIEHTpPa, BEAYIVIMU CHELUaINCTaMM ITPOGUIbHBIX
DepepanbHbIX IeHTpOB PO 1 npakTnyecknMm Bpadamu.

M3y4yaoTca KOMMEHTapuy CO CTOPOHBI Bpadeli-reMaTolIoroB
aMOy/IaTOPHOTO U CTALIIOHAPHOTO 3TAlIOB B OTHOLICHUY JOXOUN-
BOCTH U VX OLIHKV B2)KHOCTM PEeKOMEH[aluii Kak pabodyero mH-
CTPYMEHTA OBCEHEBHOM MPAKTUKMA.

3aMedyaHMs M KOMMEHTAapuy, IOTy4eHHble OT 3KCIIEPTOB,
TIIATeNIBHO CUCTEMATU3UPYIOTCS U OOCYXXIAIOTCSA aBTOPCKUM

KO/UIeKTUBOM. [Ipy HE0OXOAMMOCTY IIPOBOANTCS BHECEHNE M3Me-
HEHMI1 U JOIIOJIHEHUII B TEKCT PeKOMEHJalIA.

OkoHuaTenbHas pegakuus:

I/l OKOHYATeNIbHON PeJaKLUM U KOHTPOJA KadecTBa PeKo-
MeHJIallM IIOBTOPHO aHAIM3UPYIOTCS WIEHAMJ aBTOPCKOTO KOJI-
JIEKTUBA, /I MONTBEP>KIEHNS TOTO, YTO BCE CYILeCTBEHHbIE 3aMe-
YaHUA M KOMMEHTapyy 3KCIIEPTOB IPMHATH BO BHMMaHMUe, PUCK
CUCTEMAaTNYeCKMX OLIMOOK I pa3paboTKe CBefieH K MUHUMYMY.

OKoH4YaTeNbHas pefaKLuA KIMHUYECKUX peKOMeHJAIu pac-
CMATpPUBAIOTCA 1 YTBEPXKHAIOTCS Ha 3acemanuy IIpodunbHoit Ko-
muccuu no lemaronorun, Pabodeit rpynmsl mo paspaboTke KIM-
HIYECKNX peKOoMeHfanuii [eMaTonmornyeckoro HayYHOTO IeHTDA,
U B 3aK/IIOYEeHNM, Ha KOHTpecce (cbesfe, INIeHyMe) Hal[IOHATbHOTO
reMaTo/IOrM4eCcKOro o0IecTsa.

Tabnuua A2.1. LLikana oueHKM ypoBHel focToBepHoCTH fokasaTtenscTs (YO ) ana MeTonos AMarHOCTUKM (AnMarHoCcTUYecKmX

BMeLlaTeIbCTB)

yon

Pacwmndpoeka

CucrtemaTtunyeckne O630pb| MCCJ’Ie,D,OBaHI/II;I C KOHTpOJ1EM ped)epeHcr—u:lM MeToaoOM nUnun cucTeMaTmyeckumn O630p
PaHAOMU3NPOBAHHBIX KITMHNYECKUX I/ICCJ'Ie,EI.OBaHI/I;I C NpuMeHeHneM MeTa-aHann3a

OT,EI,eJ'IbeIe nccnenoBaHMa C KOHTpoNnem pe(i)epeHCHblM MeToOOOM NN oTAesibHble PaHOOMU3NPOBaHHbIE KITMHNYEeCKne
2 nccnegoBaHmMa N cucteMatTnyeckmne O630pb| VICCJ'IeﬁI,OBaHI/Il;I noboro ,EI,VI3aI;IHa, 3a UCKJTIoHeHeM paHOOMU3NPOBaHHbIX
KNMNHN4YeCKnxX I/ICCJ'Ie,EI,OBaHMI;I, c npuMeHeHnemM MeTa-aHain3a

MCCﬂe,EI,OBaHI/Iﬂ bes nocnenoBaTesIbHOro KOHTPONA ped)epeHCHblM MeTooOM UM nccnenoBaHna C ped)epeHCHblM
3 MeTo[OM, HE ABNAOLNMCA HE3aBUCMMbIM OT nccnenyeMoro Mmetoga njin HepaHgoMmM3npoBaHHble CPaBHUTESIbHbIE
nccnenoBaHMa, B TOM HMce KOropTHble nccnenoBaHna

4 HeCpaBHVITeJ'IbeIe nccnenoBaHuda, onncaHne KJIIMHNMYeCcKoro cny4asa

5 VimeeTtca nuwb obocHoBaHME MexaHu3Ma ﬂ,eVICTBI/IFI M MHEeHMne 3KCnepToB

Tabnuua A2.2. LLikana oueHku ypoBHen aocToBepHocTU gokasatenscTe (YO) ans metofos npodunakTuky, neveHus
1 peabunutaumu (npodunakTUdeckmx, nevebHbix, peabunnTauMoHHbIX BMeLIaTeNbCTB)

yono Pacundppoeka

1 Cucrematuyeckuit o63op PKU ¢ npumereHnem meta-aHanmsa

2 OrpensbHbie PKN 1 cucrematuueckme ob63opbl nccnenosaHmnin noboro gusaitHa, 3a uckntouernvem PKU, ¢ npumerervem
MeTa-aHanmsa

3 HepaHOomusnpoBaHHble CpaBHUTE bHbIE NCCNEAO0BAHMS, B T.4. KOTOPTHbIE UCCNENOBaHNS

4 HeCpaBHI/ITeJ'IbeIe mncenenoBaHnd, onmMcaHme KMMHMYeCckKoro cnyqaﬂ 0% cepvn/l CJ'Iy‘-laeB, mncenenoBaHma «cnyHaM—
KOHTPOJIb»

5 NmeeTca nuwb 06OCHOBaHME MexaHn3Ma AeNCTBMSA BMeLllaTenbCcTBa (AOKIMHMYECKNE NCCef0BaHNA) N MHEHNe
3KCMepTOB
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Tabnuua A2.3. LLikana oueHkun ypoBHen y6eautenbHocT pekoMeHgauui (YYP) ans metoaoe npodunnakTukm, AMarHoCTUKMK, fle4eHus
1 peabunutaunu (npodunakTUYECKnX, ANArHoCTUHECKUX, le4ebHbIX, peabnuMTaunoHHbIX BMeLLaTesbCcTB)

yon

Pacundpoeka

CunbHas pekomeHgauus (Bce paccmatpusaemble Kputepumn 3GpeKTUBHOCTU (MCXOLbI) SBASIOTCS BaXKHbIMU, BCE
nccnenoBaHUsA UMEOT BbICOKOE UM YO0B/IeTBOPUTE/IbHOE METOA0/I0rMYeCKoe KavecTBO, MX BbIBOLbI MO MHTEpPeCyoumM
ncxomdam SBMSIOTCH COrNacoBaHHbIMM)

YcnosHas pekomMeHaauna (He BCe paccMaTprBaeMble KpUtepun Bd)d)eKTMBHOCTI/I (I/ICXO,EI,bI) ABAKOTCA Ba>XXHbIMWN, HE
BCe nccnengoBaHnNa MMEKOT BbICOKOE UK yOOBNETBOPUTESIbHOE MeTo40I0rnyeckoe KayecTBo n/vnn nx BbIBOAbI MO
NHTepecCyrLWnM ncxonam He aBndtoTca COFJ'IaCOBaHHbIMVI)

Cnabas pekomMeHnauund (OTCyTCTBVIe AoKa3aTeNnbCTB Hag1ieXaulero ka4yecrtBea (Bce paccMaTprBaeMble KpUTepun
3d)d)eKTl/IBHOCTI/I (I/ICXO,EI,bI) ABNAKOTCA HEBAXXHbIMU, BCe NCCegoBaHNA UMEeKOT HN3KOe MeTo40/10rn4yeckoe Ka4yeCteo U X
BbIBObl MO MHTEPECYOLWNM NCXOOaM He ABNAKTCA COI'ﬂaCOBaHHbIMI/I)

Mopanok 0BHOBAEHMSA KIIMHUYECKUX PEKOMEHOALMI

MexaHu3M OOHOBJIEHMA KIMHUYECKUX PEKOMEH[ALMIl IIpef-
YCMaTpUBAET MX CUCTEMATUYECKYIO aKTya/lIN3alMIo — He peXe 4eM
OJJVH pa3 B TPY I'0fia,a TaK>XXe 1P IOAB/IEHUM HOBbIX JJAHHBIX C I10-
3ULUM JIOKa3aTelIbHOM MEIMIIVHBI IO BOIPOCAM JMATrHOCTUKM,
JedeHns, MPOPUIAKTUKA U peabMIUTALM KOHKPETHBIX 3aborte-
BaHWIT, HA/IMYMY 0OOCHOBAHHBIX OIIOHEHNIT/3aMeYaHmII K paHee
yTBepKAE€HHbIM KP, HO He yaie 1 pasa B 6 MecslleB.
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Mpunoxxenne A3.

CnpaBoy4Hble MaTepuasbl, BK/loYas COOTBETCTBUE
NoKasaHUM K NPUMEHEHUIO U NPOTUBOMNOKAa3aHUN,
cnocoboB NPUMEHEHMUS U 0,03 JIeKaPCTBEHHbIX
npenapaToB, UHCTPYKLUM MO MPUMEHEHMUIO
NeKapcTBEHHOro npenapaTta

Mpuno)xenune A3.1. PekomeHayemasi akTUBHOCTb pakTopa v NPOAOSIKUTENBHOCTL TEPANUN NMPU PasfiMyHbIX BUAAX

KpoBOTeYeHuUM

BI/I,EI, KpoBoOTe4YeHUusa

lemodpunusa A

lemodunus B

Uenesas arcassocr gawropa i )| Aennocn | Uenesasacupsecn | Bnronocns | gesas aiapiecs
lemapTpos 40-60 1-2 n bonee 40-60 1-2 n 6onee
Me>mbiLLeYHble reMaToMbl 40-60 2-3 n bonee 40-60 2-3 n bonee
3abprolumHHas reMaToma

HauyanbHas 80-100 2-3 80-100 1-2

NOAAEPXMBaOLLASN 30-60 3-5un bonee 30-60 3-5un bonee
BHyTpuiyepenHoe KpoBoUsNUsHUE

HayanbHas 80-100 1-7 60-80 1-7

nogaepxunsatoLLas 50 8-21 30-40 8-21
KpoBousnusinue B weto u ropno

HavasbHas 80-100 1-7 60-80 1-7

nogAepxunaatoLias 50 8-14 30-40 8-14
XKKT kposoTeueHue

HauyasibHas 80-100 1-3 60-80 1-3

noaaepxneatoLLas 50 4-14 30-40 4-14
MoyeyHoe kpoBOTEUYEHUE 20-30 3-5 20-30 3-5
OnepaTtuBHoe neuyeHune

npeponepaLmoHHas 80-100 1-3 60-80 1-3

nocneonepaynoHHas 40-60 7-14 30-50 7-14
KpoBoTeuyeHune 3 cnMsmncTbix NosoCTu pra

HauyasibHas 60-80 1 50-70 1

nopLepXunsatoLLas 50 1-3 n 6onee 30 1-3 n 6bonee
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MpunoxeHue b. | CoctaB paboyer rpynnbl No paspaboTke u nepecMoTpy
KJIMHNYECKUX PpeKOMEeHZaL MmN

MaumeHT c BepM¢MuMPOBaHHbIM AvnarHosom

remodunus

3amecTuTenbHas Tepanus KOHLEeHTpaTamu
FVI**/#FIX**, naumeHtam c tsxkenon dopmon
remodunmm A BO3MOXHO Havaso Tepanuu
aMuunsymabom**

OA bonee 4 anusopos HET
KPOBOTEUYEHWI B rog,
npu Tepanuun KoOHLEeHTpaTamMm
FVII*/#FIX**

MpodunakTuyecknii pexxmm BBeAeHUsi 3aMecTUTeNIbHON
Tepanuu koHueHTpaTtamu FVII**/#FIX** unun HasHavyeHne
aMuumM3ymaba** gns naumeHToB C Taxesion popmoi
remodbunmm A

3amMecTuTenbHas Tepanus
KoHueHTpaTamu FVIIF*/#FIX**
no ¢akTy KpoBOTEUEHUSI

AA EcTtb unrnbutop k FVIIUFIX HET

OvHamuyeckoe HabnogeHne/KoppekLns pexmma
1 [03 BBepeHus KoHueHTpatos FVII**/#FIX**, tepanus
COMyCTBYIOLLEN NaToNI0rnn

NNT/Tepanus npenapaTtamu
LUYHTUPYIOLLErO AENCTBUS

ﬂA Ectb oTBET Ha Tepanuto HET

yepes 12 mecsiues

CMeHa WyHTUpYloLero npenapara/Bbicokue
[03bl KoHueHTpaTtoBs FVIII**/#FIX** no dakTy
KPOBOTEUYEHUS UM Tepanus aMuum3ymabom**
ANS NauneHToB ¢ remobununen A

Mpoponxutb Tepanuio MNT/
npenapatamu LUYHTUPYIOLLLEro
nencreus

OA HET

JDocTturHyta uMMmyHHas
TOJIePaHTHOCTb

MpodunakTmka KOHLEHTPaTamMn Tepanus npenapatamu
FVII**/#FIX** unn Tepanus LIYHTMPYIOLLEro AENCTBUS MU
aMuumzymabom** gns naumeHToB aMuumsymabom** ans naumeHToB
cremodunuein A cremodunuen A
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MpunoxeHue B. | UHdopmauns ansa nauneHTa

Mpunoxxenue B.1 Obpasew, NpoToKosia NpoBefeHNs 3aMeCTUTESIbHOWN /reMocTaTmyeckon Tepanum paktopamm
CBEPTbIBaHUS KPOBU B AOMALLUHUX YCIIOBUAX

ITPOTOKOIJI
3aMeCTUTETbHOI / TeMOCTaTUYeCKOol Tepanun pakTopaMy CBepThIBaHNA KPOBY
3a 202_ ropga
®.1.0. 601bHOTO Bec (xr)
aTa pOXKIeHUs ern MarHo3
p T
o Mokasarus Tun kpoBOTEUEHUS [aTa HanmeHoBaHue Hosa KnuHnyecknn
N®mn (npogunaktua/ (ecnn npumeHnmo) | BBeAeHUA npenapara npenapara, addexr
KpoBoTEYEHME) P A penap ME
1
2
3
4
Hata Ilopmuce maiuenTa

OpueHTIPOBOYHBIE O3bI, HEOGXOAMBbIe /IS BBEXEHUS:
» KpoBOM3/MsAHME B cycTaB: 20-40 ME/kr macchl Tena

« reMaToMa MATKUX TKaHeit: 20-40 ME/kr MmacchI Tenna

« reMaTypus (KpoBb B Mode): 10-15 ME/Kr maccel Tena

 KpOBOTeY€eHME U3 CIM3UCTHIX (HOCOBOE, AeCHEBOE, TyHOUKoBOe): 20-30 ME/kr Macce! Tena 3abpromnHaHas remaroma: 40-50 ME/kr maccol
Tesa (HeMeJIeHHO 0OpaTUThCA K Bpady) KuilledHoe kpoBoTedeHue: 60-80 ME/Kr Macchl Tena (HeMeleHHO 00paTUThCA K Bpady)

BHVMAHMUE!

BBopuTh (akTOpBI CBEpTHIBAHNS KPOBU HEOOXOMMO B CAMOM Havajie KpOBOUSIMAHNS!

J71s1 KOHCYIbTaLuil 3BOHUTD 10 TETL.
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Mpunoyxenue B.2 Obpazeu uHPopMrUpoBaHHOro cornacusi 6osibHOro Ha NPoBeAeHEe AOMALLHErO JIeYEHMs

VMH®OPMMNPOBAHHOE COITIACUE BOJIbHOTI'O HA ITPOBEJNEHVE NOMAIIHETO TEYEHWA

H)

A COITaCE€H, YTO MO€ y49acCTN€ B IIpOrpaMMe NOMAIIHETO JI€I€HNA HAaK/IaAbIBA€T HAa MEHA CI€AYIOLINe 0053aHHOCTI:
e IIPOXOINTD BCE HCO6XO,I:[I/IMIJIC na6opaToprIe O6CH€JIOBaHI/IH;

e JIEYE€HNE ITIPOBOANTD CTPOTrO 110 pEKOMEHAALVIM Bpa4a;

® ©KEMECATHO 3AIIOMHATD U CaBaTh IIPOTOKOJIBI BBENECHNA (1)aKTOp0B CBEPTBIBAHVIA KPOBI;

* B CJIy4Yae HACTYIUICHNUS OC/IOKHEHMIT MM OTCYTCTBYSA KIMHMYeCKOro addexTa HeMeeHHO obpamarbcs B*

B crydae HeBBIIIONMHEHNA MOMX OOS3aHHOCTEN, BpaueOHBIX PEeKOMEHIALMIT MM 0OCTIefOBaHMII MOe y4acTue B IPOrpaMMe JOMAaLIHero
NedeHys 6yfieT IpeKpalieHo.

Hata Tlognuce nanyeHTa

* HasBaHue MeVILIMHCKOII OPTaHNU3ALVM, ee afipec U TeledOoH.

Mpunoyxenue B.3 ObpaseL, HPOPMUPOBAHHOTO cornacusi poauTenen (3akoHHbIX NpeacTaBuTenein) pebeHka
Ha npoBefeHVe [OMALLHErO JleYeHus

®OPMIMPOBAHHOE COITIACUE POTUTENEN (3AKOHHBIX ITPE[ICTABUTEJIEN) PEBEHKA
HA ITPOBEJEHME NOMAIIHEI'O IEYEHWA

(©.J1.0. nomMHOCTDIO, CTeNleHb POAICTBA MU CTATYC)

COITIaCeH Ha yJacTye MOero pebeHka

B IIpOrpamMMe JOMaInHero nedeHnsi. O BO3MOXXHBIX HE)XXeTaTe/IbHbIX SIB/ICHVSIX U Pe3y/IbTaTax jaedeHus npegynpexpaen(a). O Heobxopumo-
ctu cobrmonaTs rpaduk Hab/oneHNs U 1abOpaTOPHBIX 00C/IENOBAHNIT IPEAYIPeXeH (a).

5] Mero BO3MOXXHOCTb BBOUTD STOT IIpenapar 110 MeCTy KUTebCTBA M 03HAKOMJIeH(a) ¢ IIpaBuIaMu ero BBefeHns. I unpopmuponan(a)
0 HEOOXOAIMOCTI:

* IPOBOAUTD pebEHKY CBOEBPEMEHHO BCe HE0OX0AMMBIe TabopaTOpHbIe 00CIeT0BAHILS;
* JiedeHe IIPOBOAUTD CTPOTO IO PEKOMEHIALY Bpada;

* €KEMECAYTHO 3aIIOTHATD U caBaTh IIPOTOKOJIbI BBENEHA ITIpE€IIapaToB;

¢ B CJIy4ae HaCTYIIJICHMA OCJIO>KHEHUI U OTCYTCTBMA K/IIMHNYIECKOT'O 3(1)(1)6KT& HEMENJIEHHO 06paH.IaTbCH B*

B CiIy4dae€ HEBBIIIOIHEHMA MOUX O6H3aHHOCTeI7I, Bpa‘leéHbIX peKOMeHﬂaLU/Iﬁ nnmm O6CII€JIOBaHI/H7[ MO€ y4acTue B IIporpaMme JOMAITHETO
JIe4YeHUA 6y/1eT IIpeKpalleHo.

Hara [Togmuce mamuerTa

* HasBaHue MeVILIHCKOI OPTaHNU3ALVN, ee afpec U TelnedoH.
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Mpunoxxenue B.4 Macnopt naumeHTa c remodunnen

ITACITOPT BOJIbHOTO TEMO®UJIUEN

Bnapgenen maHHOro mOKyMeHTa CTpajjaeT IOHVIKEHHOI CBEPTHIBAEMOCTBIO KPOBM, IOy4aeT BHYTPMBEHHbIE MHBEKLUM aHTUTEMO-
¢dunbHBIMY TpernapaTamMi. IIpu HEM MOTYT OBITD JleKapCTBEHHbIE IIPeNapaThl ¥ CPEACTBa /A VX BHYTPMBEHHOTO BBEIEHN.

Ne
Tumn remodumun YposeHs dpaxropa
A B FVIII FIX
Qamunus
®oro
Nma
Hannune narn6uropa BE
Ot4ecTBO

Bonesup Bunmnebpannma:
Hata poxxpenns

FVIII % vWEF %
Tenedou
Jomaurunit agpec Ipynna xposu Pesyc-dakrop

B O9KCTPEHHDBIX CUTYAIIVIAX:

» ObecrieunTb BHYTPUBEHHYIO MHDEKINS aHTUTeMOUIBHBIX

IIpernaparoB
M.IL » Obecre4nTb TPAHCIOPTUPOBKY B O/yDKaiiiee
CrelManM3upoBaHHOE MEAUIIVHCKOE YUpEXAeHMe
Boigan « [Io3BOHMTD 1O TeL.
: IJ14 9KCTPEHHOM MeAMUIVHCKOI TOMOILU
IevicTBUTENEH J0:
¢ INanmenram c remoduneit u 60mesHpio Bumre6panma
Bpau ( ) i TIPOTMBOIIOKA3AHO:
Ioxmuce d.1.0. :

* ACIIMPUH

¢ BHYTPMMBIIIEYHDBIC THDBEK NN

HasBanne 1 agpec MeAMIIHCKON OpraHM3aI[NI

ITpocum Bcex okaspIBaTh HeOOXoUMOe cofericTBue!
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Mpunoxenwne INM-I'N. | LLkanbl oueHKn, BONPOCHUKN U Apyrmue oueHO4YHbIe
WHCTPYMEHTbI COCTOSHUA NMauueHTa, NpMBeAeHHbIe
B K/IMHNYECKUX peKOMeHOaUnax

29



FTEMOOUINA

Ona zameTok
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Ona sameTok
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