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AYTB — akTMBHpPOBAHHOE YACTUYHOE TPOMOOIIJIACTUHOBOE BPEMsI
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TepMuHBI U onIpeaeICHUS

I'eMmapTpo3 — KPOBOU3NHSIHUE B IIOJOCTh CYCTaBa

I'emaToma — orpaHrueHHOE CKOIUICHHE KPOBU MPHU 3aKPBITHIX U OTKPBITHIX MOBPEKICHUSIX OPTaHOB U
TKaHEH C Pa3pbIBOM COCYIOB, B pe3yibTaTe uero oOpa3yercsi MOJOCTb, COAEpKallas KUIKYIO WIH

CBEpPHYBILYIOCS KPOBb

I'emaTrypusi — HamUYME SPUTPOLIUTOB B MOUE CBEPX (PU3MOTOTUUECKUX HOPM
I'emocTa3 — cucremMa cBepThIBaHUS KPOBU

I'emocTaTnyeckasi Tepanusi — Tepanusi, HaIpaBJIeHHAs HA OCTAHOBKY KPOBOTEUCHHUSI
I'emodguaus A — HacnencTBEHHBIN nePUIUT PpakTopa cBepThiBanus kposu VIII
I'emodguaus B — HacnencTBeHHbIN AeUIUT (hakTOpa CBEpTHIBaHUS KpoBH [X
Nurn6uropsl — anTuTENa, BHIpAOATHIBAIOIIMECS Ha SK30T€HHO BBEICHHBIN OEIIOK

Koaryjsorpamma (OpHeHTHPOBOYHOE HCCJIeI0BAaHHE CHCTEMbI TIeMOCTa3a) — HCCIEI0BaHuE

CBEPTHIBAIOILIECH CUCTEMbI KPOBU
Koarysionarusi — Hapy1ieHne CBEpThIBAHUS KPOBU

Ilpenapamur  wiynmupyrwoweco oOeiicmeus — omoelbHble Npenapamvl U3 2pynnvl  @GAaKmopos
ceepmoisanusi  kposu (BO2BD  gaxmopvl ceepmwvisanus kposu no ATX «kiraccugpuxayuu):

AHMUUHSUOUMOPHBIU KOA2YISIHMHbBIU Komnaeke ™ * u anmakoe anvgha (akmueuposanmwiii) **

dakTop cBepThHIBaHUSI KPOBU — O€JOK, COJAEp)KAIMNCA B IJJa3Me€ KPOBH W TPOMOOIUTaX U

oOecrnieunBaronii CBEPThIBAHNE KPOBU



1. Kparkast nagopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/1eBAHUUA UJIHA COCTOSTHUM)
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1.1 Onpenenenue 3a00/1eBaHUsA HJIH COCTOSHUS
(rpynnbl 32001€BAHAMA UJIA COCTOSTHUI)

I'emodunust — 310 cuereHHoe ¢ X-XpOMOCOMOI BpPOXKIEHHOE HapyIIeHHE IUIa3MEHHOTO TeMOoCTasa,
BO3HUKAIOIIEe B pe3yibrare Aeduuuta uim orcyTcTBus gakropa cBeprhiBanus kposu VIII (FVIII) -

remounus A unu dakropa ceepteiBanus kpoBu [X (FIX) - remodunus B.
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1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ WM
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSAHUMN)

I'emodunust nepenaercsa no X-cLEMIEHHOMY pelecCUBHOMY IMyTH HacienoBaHus. [Ipumepno y 70%
OOJBHBIX MMEETCS TMOJIOKUTEIBHBIN CeMEeWHbI aHaMmHe3 1o 3a0ojeBaHuto. [lpuumHoil remoduinu
SABJISIIOTCSL MyTauuu reda, kogupyromue FVIIL (Xq28), unu rena, konupytomero FIX (Xq27). B 30—

35% ciyuyaeB BOBMOXKHBI CIOPAIUYECKUE MyTalluy 0€3 HAIU4YKs CEMEMHOrO aHaMHe3a 3a00JIeBaHusl.
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1.3 Dnuaemuosorus 3aﬁongBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

Pacnpoctpanennocts remodrinu B obmem nomnyssitiuu coctapisier 1:10 000 nacenenus. ['emodunus
A (T'A) Bctpeuaercs yame, yem remodunus B (I'B), u coctaBnser 80—85% obmiero uucna ciy4aes.
[Tonapnstomee OOMBITUHCTBO OONMBHBIX TeModuiIueld — MYyKYMHBIL. V3BECTHBI €IWHUYHBIC CIydau
reMoUINN Y KCHIIUH MIPU HACJIEIOBAHUM T'€Ha OJHOBPEMEHHO OT OTIla (00JbHON TeModuineii) u ot
MaTtepu (HOCHUTENb T'eHa), TuO0 y KEHILIMHBI ¢ MyTallleil reHa Ha OJHOW XpOMOCOME, KOrja r'eH Ha
npyroii He aktuBeH (0omne3Hb lllepemeBckoro-Tépraepa u np.). Y HEKOTOPBIX JKCHIIWH, SBISIOIIUXCS
HocutenbHullamMu MyTanuid reHoB FVIII wnim FIX, takke MOryT OBITh KIMHUYECKUE MPOSIBICHUS

remouiuu [1].
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1.4 Oco0eHHOCTH KOAUPOBAHHUS 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUIl HIH COCTOSTHHIA) 110
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U npo0JieM, CBI3AHHBIX CO 310POBbEM

D66 — nacnenctBennsiit nedumut gakropa VIII

D67— nacnencrsennbiit gepunut dakropa [X
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1.5 Knaccudukanust 3a001€BaHust MM COCTOSTHHSA
(rpynnbl 32001€BAHAMA UJIA COCTOSTHUI)

Knaccuduxamus reMopuianm mno cTeneHu TSHKECTH OCHOBaHA Ha ompeneneHuu aktuBHoctu FVIIL u
FIX (tabn.1) [1-3].

Tabmuna 1. Knaccudukanust reMopuinu mo CTerneHu TsHKeCTH

AKTUBHOCTb
dopma FVIII/FIX (HopMa KnuHunuyeckue nposiBneHus
50-150%)
Taxenas < 1% [e6ioT 3aboneBaHns B paHHEM AETCKOM BO3pacTe: peuuanBUPYHOLIMIA reMopparnyeckui
CUHAPOM  MpPEUMYLLECTBEHHO reMaTtoMHOro Tuna  (NPeMMYyLLeCTBEHHO  CMOHTaHHble
. KpOBOTEYEHUS)
CpeaHen 1-5%
TSKECTU
JNerkas >5% KpoBoTeyeHMs1 BO3HMKAIOT NOC/e TpaBM UK Npu NpoBeAeHUN UHBA3UBHbIX BMeLLATENbCTB

Oxono 60-70% Bcex AMarHOCTUPOBAHHBIX CIYy4a€B TeMO(PUIMH COCTaBISIOT TSKENbIE (POPMBI
3a00JsieBaHMsl, 17151 KOTOPBIX XapaKTEePHbI CIIOHTAHHBIE TEMOPPArnYeCKUEe MU30bI (IPEUMYILIECTBEHHO
reMapTpo3bl U TEMATOMbl MSTKUX TKaHEW Pa3NMUYHBIX JIoKanu3amnuii). CTeneHs TSHKECTH HapyIICHHH
CBEPTHIBaHUS KPOBU U KIMHUYECKUX MPOSIBICHUN MPU reMOPUINY 3aBUCUT, KaK MIPaBUiO, OT YPOBHS
aKTUBHOCTU (haKTOpa B KPOBM, OJJHAKO B KJIMHMYECKOM MPAKTHKE HE BCETNa CYIIECTBYET MpsMas

KOPPEJSIIIHS MEXTY JIa0OPaTOPHBIM M KIMHHYECKUM (DeHOTHUIIaMU 3a00JI€BaHN.
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1.6 Kiinmanyeckass KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPynnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

OcHOBHOE IIPOABJICHUC FCMO(l)I/IJII/IH — KPOBOTCUCHUA W KPOBOUIBJIHUSAHHA, BO3ZHUKAIOIMHUC CIIOHTAHHO

WU BeaieACcTBUE TpaBMbl (Tadm. 2). I'A u I'B nMeroT cxoxyro KIMHUYECKY0 KapTuny [1,3].

Tabnuna 2. Knunuueckue nposiBiaeHus: reMopuinu

Buabl KpOBOTEYEHU I/ KPOBOU3NTUAHUNA YacroTa, %
TununyHble

[eMapTpo3bl KPYMNHbIX CyCTaBOB 70-90
eMaTOMbl (KPOBOU3USAHUS B MbllLbl/MATKME TKaHU) 20-40
KpoBoTeueHns u3 cnn3ncrbix (HOCOBbIE, AeCHEBbIe, JTIYHOUYKOBbIE) 10
Fematypum 5-10
XusHeyrpoxatowne

B LHC 5

B XKKT

B obnactu wewun/ropna

3abpioLUMHHbIE FeMaTOMbl

Jiist Tsokenoit popmbl reMOo(UINU XapaKTEPHO MOSBICHUE FeMOpparuyeckoro CHHApOMa Ha MEPBOM
rogy OSKM3HM C HadJaJa aKTUBHOTO TiepuoAa y peOeHka (reMaToMbl MSTKHUX — TKaHEH,
MOCTTPABMATUYECKHE KPOBOTEUEHUS U3 CIIM3UCTBIX, reMapTpo3bl). [TopaxaroTcs B OCHOBHOM KpPYITHBIE

CYCTaBbI: KOJICHHBIC, TOJICHOCTOITHBIC, IOKTCBBIC U T&306C,Z[peHHbIe.

I'emodunust cpenHel TsKECTH HMeEET CXOAHbIE MposiBieHus. [lepBble NpU3HAKHM, Kak MpaBHIIO,
pa3BUBAIOTCA MOcie roga. Y NAUUMEHTOB C aKTUBHOCTBIO (pakTopoB Oosee 2% pexe BO3HUKAIOT
KPOBOM3JIMSAHUS B CYCTaBbl, 3a0pIOIIMHHBIE TIemMaroMbl, reMarypud. Haubonee THUNMYHBEI
MOCTTPAaBMaTUYECKUE T'€MaTOMbl U JIJIUTENbHBIE KPOBOTEUEHHUS, OCOOEHHO NMPH TpaBMax CIM3UCTHIX

000J10YEK.

Jlerkast reMoQINsS MOXKET HUKAK HE MPOSIBISTHCS HAa MPOTSHKEHUHM BCEW KU3HU. ['eMopparmueckuid
CUHAPOM OOBIYHO BO3HUKAET BCJICICTBHE 3HAYUTENIBHBIX TPABM WU MPU XUPYPTUYECKOM JICUCHUHU.

HOpa)KCHI/Ie OIIOPHO-ABUI'aTCIILHOTO allllapara BCTPEHACTCA I-IpGBBI:;I‘-IEH‘/JIHO PCAKO.
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2. JIlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MEeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHEHUIO
METOA0B JMATHOCTHUKM

Juis ycTaHOB/IeHUS IUATrHO32 reMOQU/IMH Yy MALMEHTA ¢ HAJMYUEeM reMOpPParu4eckoro CUHHAPOMa
B AaHAMHE3€ WJIHM IIPU OTATOLIEHHOM CEMEWHOM aHAMHE3€ HCHOJb3YIOTCH KPUTEPHH JAHATHO3a
reMo(pujinu (IMarHo3 yCTaHABJIMBAETCH NMPU HAJIMYMN KAK MUHMMYM JIBYX M3 TpeX KpUTepHeB)
[1,3]:

e OTCYTCTBUE MPUOOPETEHHBIX KOATYJIOMNATHI;

o cumxkenue aktusHoctu FVIII/FIX auxke 50%;

o Haymuue myrtanui resos FVIII nnm FIX.
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2.1 /Kaa100bI 1 aHAMHE3

ZIL{CZZHOCWZMKCZ zeMoqbquuu HadyuHaemcs C 6blAGIEeHUA HATUYUs cemoppacudecKkoco CMHOpOMa 6

anHamHese 'y nayuenma u 41€eH06 CeMbl.

e Bcem mamuentam ¢ mojo3peHueM Ha reMoQuINI0 peKOMeHAyeTcsi cOOp aHamMHe3a U Kajinod mpu

3a00JIEBaHUSIX OPraHOB KPOBETBOpPEHUs U KpoBHu [1,3].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KomMmenTapuu: npu cboope anammueza 3ab601e8anusi U cemeluHO020 AHAMHE3A NAYUEHMA BbIACHAMb
Hanuyue NposeieHull 2eMoppasuieckoe0 CUHOPOMA: HCanob HA J1e2KO NOAGNIAUUECT IKXUMO3bL U
2emMamomvl 8 paHHem Oemcmee; 803HUKHOBEHUEe CHOHMAHHBIX KPOBOmMeYeHUll (0COOeHHO 8 CYCmasyl,
MuIUUYbL U MASKUE MKAHU), OIUMENbHbIX KPOBOMEUEeHUll Nocle MpAaem Uil XUupypeuiecko2o

emeuiameslbcmed.

[anuvie cemetinoco anamueza npumepHo y 2/3 OONbHBIX cOOepicam YKA3aHUs HA 2eMoppauyecKue
nposgienuss y ONU3KUX POOCMEEHHUKO8 NO HCEHCKOU JUHUU (Y MYAUCUUH, pedice Yy dcenwuHt). /lanHvle
NEPCOHANLHO20 AHAMHE3A MO2YM CO0epiHcams UHDOPMAYUIO O 2eMOPPASUYECKUX NPOAGIEHUAX Y
nayuenma. Ilpu cobope anammesa 3aboneéanus HeoOXOOUMO 00pawamv GHUMAHUE HA HATUYUE
2eMOpPacUtecKux Nposeienull 8 HeOHAMAaIbHOM nepuooe 8 guoe Keghano2emamom, HYmpuyepenHvix
KPOBOUSTUAHUL, KPOBOMOUUBOCU U ONUMENTbHOM 3ANCUBTICHUU NYNOYHOU PAHKU, Y 2PYOHbIX Oemell —
IKXUMO308, He CEA3AHHBIX CO ZHAYUMOU MPABMOU, 2eMAMOM MACKUX MKAHel Nocie He3HAUUMENbHbIX
Yuubos8 Uiy CnoOHMaHHvlX. Y Hexomopwix demell KpoBOmMeUeHuss Mo2ym OMmCymcmeo8ams Ha Nepeom
200y JHCU3HU 00 mex nop, Noka pedeHoK He Haunem xooumos [4,5]. Basicno obpawamov eHumarnue Ha
HeCoOmeemcmeue GblpadCeHHOCMU 2eMOPPAUYECKUX NPOSGNICHUL MANCeCmU Npeoulecmeosasulel
Mpasmosl, HA peyuousbl KpOGOMeYeHUll nocie NepeudHol OCMAHOBKU, He CA3AHHblE C NOBMOPHOL
Mpasmou, MAaccusHvle U (UIU) MHONMCECNBEHHbIE 2eMAmOoMbl, CUCMEMHOCIb 2eMOoppPASUYecKUX
nposAGIeHUll (NposGIeHUs. PA3TUYHOU JIOKATU3AYUU), «CROHMAHHbIE 2eMOPPASUYEcKUe NPOSBLEHUSN.
IIpu neckoii popme cemoghunuu Kposomeuenus MoO2ym OMCYMCMEO8AMb 00 NePEol Mmpagmbvl Ul
xupypeuueckozo emewamenvcmea. COop Hcanob u anHamHe3a NO380MUM  ONpederums o00vem

00Cc1e006anUs nayueHma.
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2.2 Ou3uKaJbHOE 00CTeI0BAHUE

e Bcem mamumeHTtam ¢ mofo3peHuEM TeMOQWIMIO, a TakkKe BCEM MaIlMeHTaM C YCTaHOBIEHHBIM
JIUAarHo3oM remoduiaus Ha KOKJIOM BpaueOHOM TpUEME PeKOMEHIyeTCsl BH3YyallbHOE

HCcCIeI0OBaHNe, TTAJIbITIAINS, TIEPKYCCHS TTPU 3a00JIEBaHUSIX OPTaHOB KPOBETBOPEHUS 1 KpoBH [ 1,3].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEJIbCTB — 5)

KommeHTapuu: neobxooumo obpawams 6HUMAHUE HA HAAUYUE KONCHO20 2eMOPPASUYECKO20
CUHOPOMA PAZTUYHOU BLIPANCEHHOCIU 8 BUOE MHONCECMBEHHBIX IKXUMO308 U 2eMANOM, 803MONCHBLX
npu msadicénou u cpeonemsdcenou gopme cemogpunuu. BuvlcokoseposimHo evlssnenue NPUHAKOS
nopascenust cycmasos 6 suoe degopmayuu, omexa u J1OKAIbHO20 NOBIULEHUS MEMNePaAmypbl KOJiCU
(ocmpulil eemapmpo3) u/uiu NPUHAKOE HAPYUWEHUS NOOBUNCHOCIIU, 00beMda OBUNCEHUL CYCMABO8,
2unompohuu  Mbluiy KOHEYHOCMU HA CMOPOHE NOPANCEHHO20 CYCMABA, HAPYUEHUE NOXOOKU
(Oedhopmupyrowas apmponamus). I[lozeonsem onpedenumv msdicecmv COCMOAHUA NAYUEHMA U

HeobX00uMOoCmsb NpoedeHUs Cneyuhuueckol 3amecmumenbHOU U/ Uiu 2eMOCMamuyecKol mepanuu.
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2.3 JlabopaTopHbIie JMATHOCTHYECKHE MCCIeI0OBAHUS

llonyuenue maxcumanrbHo2o Koauvyecmea J1abdOpamopHuvlx OAHHBIX Ccnocobcmeyem eepugurayuu
0UazcHO3a U UCKIIOYEHUI0 NpuobpemenHvlx oeuyumos axkmopos ceepmoieanus kposu VII/IX, a

makice UCKIIOUeHUI0 0ehuyumos opyaux pakmopos c8epmul8anusi KPOosu.

e [lauentaM ¢ mnogO3peHHEM Ha TreMOQWIMIO, a TaKXe MalleHTaM C BEepUPUIUPOBAHHON
reMopuived TpH  KaXJAOM BU3UTE K Bpauyy-reMaroyiory pPeKOMEeHJA0BAHO BbIMIOJIHEHUE
KOaryJaorpaMmMbl  (OPUEHTHPOBOYHOTO HCCIIEIOBAHUS CHUCTEMBI TE€MOCTas3a), C O00s3aTeIbHBIM
BKJIFOUCHHEM CJIEYIONIMX MapaMeTpOB: aKTUBHUPOBAHHOE YACTUYHOE TPOMOOILUIACTUHOBOE BPEMsI
(AYTB), onpenenenue npoTpoMOMHOBOTO (TPOMOOIIIIACTUHOBOIO) BPEMEHHU B KPOBU WJIM B IJIa3Me,
oTpeziesieHne TPOMOMHOBOTO BPEMEHU B KPOBH, UCCIIEIOBAaHUE YPOBHS (PUOPUHOTEHA B KPOBH ISt

KOHTPOJISL COCTOSIHUS CBEPTHIBAIOLLEH CUCTEMBI KpoBH [ 1,3,6].
YpoBeHnnb yoenureJbHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

Kommenrapuu: ons cemopuiuu xapakmepno uzonuposannoe yeenuuenue AUTB, npu coxpanenuu
opyeux nokazamesnel 8 npeoeiax HOPMANbHbIX 3HadeHull. Heobxooumo umems 6 6udy, umo npu
npogedeHuU CKpUHUH2A Y NAYUEHMO8 C JIe2KOt (PoOpMOlL 2eMOPUIUU BOZMONHCHBL HOPMATbHBIE 3HAYUECHUS]
AYTB.

[na sxcmpenno2o KOHmMpons d¢hghexkmusnocmu mepanuu HeooOXo0umMo ucnonvzoganue mecma AYTB
(HeoOX00UMO NONYYUMb HOPMATbHLIE UNU CYOHOPMATbHLIE 3HAYEHUs), OOHAKO SMuU OdHHble He
nozeonsiom ougpepenyuposame 3navenus akmuenocmu eviute 30-50% u ne ompadcarom npsmoul

Koppenayuu ¢ akmusnocmoito ghakmopos VI u IX.

e [lanmeHnTaM ¢ mNOAO3pEHHMEM Ha TeMO(QWIMIO, PEKOMEHJI0BAHO BBHINOJIHEHHE OOLIEero
(KIMHUYECKOr0) aHajau3a KPOBH M HCCJIENOBAHUE YPOBHS TPOMOOLIMTOB B KPOBU JUJISi KOHTPOJIS

nokasaresieit kposu [1,3,6].
YpoBennb yoenureabHOCcTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

o [lanmieHTaM ¢ reMoOpparuyecKuM CHHJIPOMOM IIPH BBISIBICHUU M30JIMPOBaHHOTO yminHeHuss AUTB
Opy TOAO3PEHUH HAa TEeMOPUIHI0 PEKOMEHJA0BAHO WCCJICIOBAaHWE KPOBU JUISl JUAarHOCTHUKU
BPOXKJIEHHOTO jAeduuuta (HaKTOPOB CBEPTHIBAHMS, BKIIOYAIONIEE ONpEAeSieHHe aKTUBHOCTH
¢dakropa VIII B cbiBOpoTKE KpOBHU, ompenerneHue akTuBHOCTU (paktopa IX B CHIBOpOTKE KpOBH,
ompezenieHne akTUBHOCTH (akropa XI B CBIBOPOTKE KPOBH, OIpenesieHne akTuBHOCTH (akropa XII
B CBHIBOPOTKE KPOBH, HCCIIEIOBaHHE AKTUBHOCTH U CBOMCTB (hakropa Bumnebpanaa B Kposw,

uccienoBaHue aHturena axropa Bumiedpanaa [1,3,6].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)
KomMmeHnTapuu: na émopom smane onpeoenarom aKkmueHOCmb PaKkmopos niazmeHH020 2eMocmasa

— FVIII, FIX, XI u XII, akmuenocmo ¢hakmopa ¢pon Bunneopanoa (vWF:RCo), ag-vWE
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o [laruentamM ¢ momo3peHHeM Ha TeMODUIWIO WJIM C YCTAaHOBJIEHHBIM JHATHO30M TeMO(uiIus
PEKOMEHAYeTCS onpeoenenue akmusHocmu uneuoumopos k gaxmopy VIII u/unu k ¢pakmopy IX 6
niasme Kposu ¢ ucnonvzosavuem memooa bemesoa 6 moouguxayuu Humecena c yenvio oyenku
COCMOAHUSL C8epMbl8AlOWell CUCmeMbl U KOHMPOJS 3PHeKmusHocmu npogoouMo2o JeueHus: 8

cnedyrowux cumyayusx [1,3,7—-13]:

e y Oemell — kadicovle 5 Onell nepsvie 20 oueti sedenus ([[B), kaxcovie 10 oueti ¢ 21 oo 50-u /B, a

3amem He menee 2 pasz 6 200 0o 100 /[B.

e y nayuenmog c 6onee uem 100 /IB npenapama — 1 pas 6 200 u 0ONOIHUMENbHO 6 C1e0YVIOUUX
cumyayusx: CHudcenue 3¢)gekmusHocmu 3amecmumenvHol mepanuu Qaxkmopamu npu 66edeHuu
A0eKBamMHUbIX 003, NOAGNEHUE UTU YEelUudeHUe KOTUYeCmead KpoBomeyeHUll Ha NPoQuiIaKmuyecKkoll
mepanuu, omcymcmaeue O00CMAmoOYH020 NOBbIUEHUS AKMUBHOCMU (akmopa 6 Kpou nocie

88edeHUs npenapama.

o nepe() XxupypeuvecCkumu emeuwlamenbCcmedmut U nocjie onepayuu npu omcyncmeuu aA0eK8amHo20

NOBbIUEHUS AKMUBHOCINU (PAKMOPA 6 KPO8U NOCjie 86e0eHUs npenapama.
e uepes 4 neoenu nocie OKOHUAHUS NPOGEOEHUs UHINEHCUBHOU MePAnUuU.
YpoBeHb yOeUTEJIbHOCTH peKOMeHAaluil A (YPOBEHb I0CTOBEPHOCTH A0KA3aTeIbCTB — 3)

KoMMeHTapuu: noomeepoicoenue Hatuyus uHeuoumopa u onpeoeienue e2o mumpa 6blnOIHIEmcs 6
Koazynonoeuyeckou rabopamopuu. Y nayuenmos, noay4anumux npo@puiaKmuKky sSMuyusymaoom™**, oua
onpedenenuss mumpa uneuoumopog k FVIII ciedyem ucnonv3oeame XpomozeHuvlli Memoo ¢ OblubUmu

gaxkmopamu Kposu.

Knaccugpurxayus uneubumopos:

- mump uneubumopa < 5 BE - uneubumop 6 Hu3Kom mumpe (HU3Kopeazupyowuil)

- mump uneubumopa > 5 BE - uneubumop 6 evlcokom mumpe (8blcoKopeasupyoujuii)

Hneubumopwvi 6 nuzkom mumpe mocym Ovlmb MPAH3UMOPHLIMU U UCYe3amb 6 medeHue 6 mecsayes.
Hneubumopwvl 6 6vicokomM mumpe O00blYHO HOCAM NOCMOSHHbIU Xxapaxkmep. Ilpu OnumenvHom
OMCYmcmeuy 3amMecmumenvHol mepanuy ux mump MOXNCem CHUZUMbCA, HO NPU B0300HOGIEeHUU

mepanuu moatcem pas3eumsCial AHAMHeCMUu4eCcKasl peaxkyus 4epes 3-5 Oneul.

IIpu ouenv nuszkom mumpe (<0,6 BE) uneubumop mooxcem He GblABNAMbCA NPU UCCLE008AHUU
memooom bemezda, Ho moocem obOycrasnueams  yKopouewue nepuooa  NoOyevleeoeHus U

60CCMAHOBIIEHUA @CIKMOPCZ.

 [lamuenTtam c momo3peHrneM Ha TeMO(UIHIO MPU BBISIBICHHOM CHIKEHMH aKTUBHOCTH (hakTopa IX

PEKOMEHAYETCS onpedeiieHue akmueHocmu uHeubumopos k gaxkmopy 1X 6 niasme kposu [8].

YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)
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o HaHI/IeHTaM C reMoppartd€CKuM CHHAPOMOM IIpH HEBO3MOXXHOCTH MPOBCACHHA IMOJIHOLICHHOI'O
KOaryJoruaeCckoro 06CH6I[OB3HI/ISI PE€KOMECHI0BAHO BLIITIOJITHCHUC TpOM603J'IaCTOI‘pa(1)I/II/I JJIsA

BBISIBIICHHS] | MOHUTOPHUHIA HAPYIIEHUI B CBEPTHIBAIOIIEH cUCTEME KpOBH [ 14].
YpoBennb yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: y vacmu nayuenmog ¢ yYCmMAaHOBNEHHbIM OUACHO30M MO2YM OblMb GbINOIHEHbI
UHmMe2paibHble Mecmvl OYEHKU 2emMocmasa, Hanpumep mpomoboanacmoepaghus. Pesynomamol
UHMEZPATIbHBIX Mecmo8 Mo2ym 0003HAYUMb HANPABIEHHOCMb HAPYUEHUL C8epmblearoujeli CUucmembl
Kkpogu. Onu He Mocym 6blmb UCNONL308AHBL 018 YCMAHOBIEHUS OUACHO3A U ONpedeNenUsl NPenapamos
ONsl JledeHusi U pexcuma ux esedeHus. Mcnonv3osanue UHMESPANbHLIX MECMO8 BO3MONCHO 8
HEKOMOpbIX  CAY4asxX 6  Kauecmee  CKPUHUH2OBbIX — NPU  HEBO3MONCHOCMU  NPOBEOeHUs]

Koaceyjiojlocudeckoco Z/ICCJZQOOGCZHL{}Z, a makowce 0nsl KOHmMPpPOJiA npoeodwwozl mepanuu.
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2.4 UucTpyMeHTA/IbHbIC TUATHOCTHYCCKUE
UCcJIe0OBAHUSA

HHcmpymeHmaJleble UCc1e006aHUs moeym no3e0Jjiunsb BU3YAIUIUPOBAMb Kp060m€’{€H1/l}l/
KPOBOUSTUAHUA PA3TUYHbBIX JZOKCUZMS’GI/}MZZ, a makKoice 6bliA6UNb OCHONCHERUA, PA36UBUUUECA ecreocmeie

2emMoppazudecKux nposeieHull.

e Bcewm marueHTam ¢ mopo3peHueM reMoQuINI0 UM C YCTAaHOBJICHHOW reMOo(pWINeH MpU HAIUYUU
MOJO3PEHUST HAa KPOBOTCUEHUS/KPOBOMBIHUSHUS B OpraHax IKEIYyJOYHO-KUIIEYHOTO TpaKTa
peKoMeHayeTcss  330(aroracTpoayo/leHOCKONUSI ~ W/WIM  TOHKOKMIIEUHAS/TOJICTOKUIICYHAs
SHAOCKOMNUSL BUJCOKAINCYJIbHAS JUIsl ONPEAETICHHUS BBIPAXKEHHOCTU NPOSBICHUN TeMOUINN U

YTOUYHEHUS JIOKaIU3aluu KkpoBoteueHus [15,16].
Yposennb yoeaureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

e Bcem marueHTam ¢ mopo3peHrueM reMoQUINI0 WU C YCTAaHOBJICHHOW reMO(pWINe MpU HAIUYUU
MOJIO3PEHUs Ha KPOBOTEUEHHE/KPOBOMBIUSHUE B CYCTaB pPeKOMEHAYeTcsl YIbTPa3ByKOBOE
HCCJIeIOBaHUE CYCTaBa, WM PEHTreHOrpa(usi MOpaXEeHHOTO CycTaBa, UM MarHUTHO-PE30HAHCHAs
ToMorpadusi cycraBa JUisl ONpPEACNCHUS BBIPAXKEHHOCTU MPOSBICHUN TeMO(DUINU U YTOUHEHUS

JIOKaJIM3aluu KpoBoteueHus [ 1,3].
Yposenn yoenureabHOCcTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

e Bcem mamuentam ¢ mopo3peHHEM reMO(HINI0 UM C YCTaHOBJICHHOW reMo(uinedl mpu HaTu4uu
MOJO3PEHUS] HA  KPOBOTCUECHMS/KPOBOM3IMSHUS B  OpraHax OpIOIIHOM MOJOCTH  W/WIH
3a0PIOIIMHHOIO MPOCTPAHCTBA PEKOMEHAYeTCsl YIbTPa3ByKOBOE UCCIIEOBAHNUE OPIaHOB OPIOIIHOM
MOJIOCTH (KOMIUIEKCHOE) W 3a0pIOIIMHHOTO MPOCTPAHCTBA [JIsl OMPEACNICHUS BBIPAKEHHOCTHU

MPOSIBIICHUH TeMO(DUIINY ¥ YTOUHEHUS JIOKaIM3aIuu KpoBoreuenws [1,3].
YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb T10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

e Bcewm mamueHTam ¢ Mojo3peHrueM reMoQuINI0 WU ¢ YCTAaHOBJICHHONW reMOo(pWINed MpU HAIUYUU
MOJIO3PEHUSI HA KPOBOTECUCHUS/KPOBOM3IUSHUS B MOYEBBIBOJSIIMX MyTIX PeKOMEHIYeTCs
VIIBTPAa3ByKOBOE MCCIIEJOBAHUE MOUYEBBIBOASAIIMX IYTEH U1 ONPEACIEHUS BBIPAKEHHOCTH

MPOsIBIICHUH TeMODUIINY ¥ YTOUHEHHUS JIOKAIHM3aIluu KpoBoTeueHus [17].
YpoBenb yoeaurteabHocTH pekoMenaamnuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

e Bcewm mamueHTam ¢ Moj03peHHEM reMOQUINI0 WM C YCTAaHOBJICHHON reMO(pWINEed MpU HAIUYUU
MOJIO3PEHUSI HA KPOBOTCUCHUS/KPOBOMBIUSHUSA B OpraHax TpYIHON KIETKH PeKOMEHIyeTCsl
KOMITbIOTEpHAst ToMmorpadus OpraHoB TPYAHOW KIETKH I ONpENeJCHUS BBIPAKEHHOCTH

MPOSIBIICHUN TeMO(PUINU U YTOYHEHUS JIOKaIu3aluu kpopoteuenus [18,19].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)
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e Bcem marueHTam ¢ mopo3peHrueM reMoQUINI0 WU C YCTAaHOBJICHHOW reMO(pWINeH MpU HAIUYUU
MOJIO3PEHMS] HAa KPOBOTEUEHUS/KPOBOUBIUSHUS B TOJIOBHOM MO3Te PEKOMEHIYeTCH KOMITbIOTEpHAas
TomMorpadusi WJIM MarHMUTHO-PE30HAHCHAas ToMmorpadus TOJOBHOTO MO3ra sl OMNpeaeicHUs

BBIPKEHHOCTH MIPOSIBIICHUH TeMO(UINU U YTOUHEHUS JTOKaIU3aIui KpoBoTeuenus [ 1,3].

Yposenn yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)
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2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

e Bcem MmanueHTaM C IIOAO3PCHUCM I‘eMO(bI/IJ'II/IIO niIn C YCTaHOBJ'IeHHOI\/JI I‘GMO(bI/IJ'II/Ief;I IIpHU HAJINYHUHU
IIOAO3PCHUA Ha TICMOpPparud4€CKUC IIPOABICHHA MWJIHM HX IIOCICACTBUA PEKOMECHAYIOTCHA
KOHCYJIbTallun HpOCl)I/IJ'ILHBIX CIICOUAJIMUCTOB, B 3aBUCHUMOCTH OT JIOKAJIMU3AlWKW KPOBOTCUCHUA, IJIA
OIpeaAcCICHUA HapymeHI/Iﬁ B Pa3/IMYHBIX OpraHax MW CHUCTCMax BCJICACTBHUC COCTOABIICTOCA

(mepeHeceHHoro panee) KpoBoTeueHus/kpoBouznusinus [1,3]:
e Bpaya-TPaBMaToOIOra-opTomneaa
e Bpava-xupypra
e Bpava-ypoJiora
e Bpaya-HEBpOJIOTa
e Bpavya-OTOPUHOJIAPUHIOJIOTA
e Bpaya-CTOMATOJIOra

YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
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3. Jleyenue, BKJIKOYAST METUKAMEHTO3HYIO 1
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHUS

3.1 O01mue NPUHUMINBI JIeYEHH I

e Bcem nanueHtaMm ¢ reMopuineil pekoMeHAayeTcsl TPOBEACHUE CHEU(PUUECKON 3aMeCTUTENbHON

Tepanuu pakTopaMu CBepThIBaHMs KpoBH [1,3].
YpoBeHnsb yoeaureabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

Kommenmapuu: nposedenue cneyuguueckoil 3amecmumensvHol mepanuu Gakmopamu c6epmuléaHus
KpOBU NOKA3aHO nayuenmam ¢ aobotl msdicecmvio 3aboneéanusi. Bvlbop pexcuma neuenus (no
mpebo6anuio il NPOGUIAKMUYEcKl) 3a8Ucum om KIUHU4ecko2o enomuna 3abonesanusi. Paxmopuol
ceepmuviéanusi Kposu 6soosimcs enympugenno. Cospemennas mepanus cemMouiuu 6azupyemcs Ha
npuHyune «O0OMAawiHe2o JeyeHusy (npoguiakmuyeckom uiu no mpebosanuio). ObszamenvHbIMU
VCA08UAMU 011 NPOBEOCHUSL «OOMAUHE20 NeHeHUsLy SGNAIOMCA. HATUYUe Y NAyueHma npenapamos
Gdaxmopoe ceepmvuleanus Kpou (npenapam HAXO0UMCS mMam e, 20e NAyueHm), peuieHue o
NpUMEHeHUU Npenapama NpuHuMaem HNAYueHm uiu e20 pPOOCMBEHHUKU 6 COOMBEmCmeuu ¢
PEKOMEHOAYUAMU ~ BPAYA-2eMAMON02d, NAYUSHM U/UlU €20 POOCMBEHHUKU O00YYeHbl NpAsUIaM

XPAHEHUA U UCNOIb306AHUA npenapanos.

Heobxooumo ucnonvzosams ouuujenHvle, 6UPYCUHAKMUBUPOBAHHbIE NPENapamvl, U320MOBIeHHblE U3
OOHOpCKOU nlazmvl uenogexka, us epynnol «@axmopwvl ceepmouiganusi kposuy (BO2BD no ATX
Knaccuguxkayuu) — niazmamudeckue (paxkmop ceéepmuiganus kposu VIII**, ¢paxmop ceepmviéanus
kposu IX**, ¢haxmop ceepmuvieanus xkposu VIII + paxmop Bunnebpanoa™*, anmuuneubumopmwiii
KOA2YNAHMHbBIU Komniekc™*®), unu pexombunanmusie (oxkmoxoe anvgha**, mopokmokoe anvga™**,
HoHakoe anvgha™*, onmakoe anvgpa (akmusuposanuwvili)**, —cumokmokoe anvgpa (hakmop
ceepmoieanusi Kposu VIII uenoseueckuii pexomOuHammuwviii) **, 10HOKMOKOZ aAnb@a, MypOKMOKO2
anvgha), uiu pekombOuHawmuvie KoHyenmpamsl Gaxmopos ceepmouisanusi kposu VIII/IX ¢
NPOJIOHSUPOBAHHBIM NEePUOOOM NOJLY8bleedeHUsl (IPMoporkmoKoe anvgha™*, pypuoxmokoe anvgha naeor,

anoympenenonakoe anvgha) [1,3].

Y panee neneuenvix nayuenmoes uenecooopazno npoeooums mepanuio GaKmopamu ceéepmovléaHus
Kpo6u, U320MOGIEHHbBIMU U3 OOHOPCKOU NAA3MbL WU  DEKOMOUHAHMHBIMU KOHYEHMPAmamu
Gpaxmopos ceepmuvisanus kposu VIII/IX 6e3 cmenvr mepanuu 6 meuenue 100 Oueti 6sedenuti (npu
YCI08UU  OMCYMCmeus @vipabomru uneubumopa). B nacmoswee 6pems Hem oOcHO8auuil OJis
npeonoumenus Mou UIU UHOU 2PYnnvl  (PAKmMopo8 CeepmuléaHus Kposu: NIAZMAMUYECKUX
(cooeporcawyux unu He cooepxcawux Gaxmop Bunnebpanoa) unu pexombunammmueix. Ilpu

Y00811emeopumenvHoll 3hgexmueHocmu u nepeHoCUMoCmu NOIY4aemMou NayueHmom cneyuguuecKoll
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mepanuu cmena MHH ¢akmopos ceepmuisanus xposu VIII unu [X Ha npomsdwcenuu HCusHu

Heuejzecoo6pa3Ha.

IIpeonoumenue 00121CcHO 0MOABAMbLC MOMY Npenapamy, KOmopbwlil npu pasHou 3@pgexmusnocmu
ayuue 6ce20 NePeHOCUMCs NAYUueHmoM, umeem Jayyuiue Gapmakokunemudeckue uHOUusUOyaIbHble
noxazamenu u Haubosee y0ooeH 8 UCNONb308AHUU, UCXOOSL U3 KOHKPEMHbIX 00beKMUBHLIX Yca06utl. [
UHOUBUOYAbHO2O  NO0OOpa  npenapama  B803MOJNCHO )y 4acmu  NAYUEHMO8  NpPOo8edeHue

G apmakoxunemuueckoeo uccieoosanus [20,21].

Cmena MHH y xonxpemnozo nayuenma npu OmMCymcmeuu 3apecucmpupo8anHblX HeHCenamenbHblxX
AGNIeHULl HA 686€0eHUe UCNONb3YEeMO20 NPenapama U y0081emeopuUmenbHOM KIUHUYeCKOM omeeme Ha

mepanuto 8o3moxcua nocie 100 skcno3uyuonHbIX OHell 86e0eHuUs: paKmopos c8epmvl8aHUs KPOsu.

Hcnonvzoeanue neouuwjennvlx npenapamos Ojisi HPOQDUIAKMUKU ULU TedeHUus KpOBOmeueHUl npu
2emMopuauu — KOMNOHEHMO8 KPOBU (CBEHCE3AMOPONCEHHOU NIA3MbL UNU (PaKmMopa ceepmuvléanuisl KpOGU
VIII** 6 nexapcmeennoul ghopme pacmeopa 051 UHPY3Ull [3AMOPOANCEHHO20]) — BOZMONCHO MONLKO 8
cyuasnx, Ko20a HeooCmynen (akmop ceepmvléanusl KpoGU, U He OONNCHO ABNAMbCA NOCMOAHHOU

npaxmuxou [20,21].

3.2 JleyeHne KPOBOTEYEHU

Pacuem 0o3b1 pakmopos ceepmviéanusi Kpou u NPOOOIHCUMENLHOCb JIeYeHU. NPOBOOUMCSl UCXOOSL
U3 Yyenesoeo 3Ha4eHUss AaKMUBHOCMuU 0ePUYUMHO20 hakxmopa u 8uda KposomeyeHUs (CM. NPUIONHCceHUue
A3.1).

Bo scex cnyuasx neobxooumo cpasy uUcnoib3o8ams 00CMAMOUHYI0 003) U cOOI00amv KpamHoCmb

ssedenus npenapama [3,22]

Ucnonvzosanue Headex8amHo HU3KOU 003bl U HECOONI0O0eHUe PeHCUMA B8e0eHUsl NPUBOOUM K
CHUDICEHUIO  d(hpexmusHocmu, YXyOueHUuro COCMOSHUSL U VBEIUYeHUI0 pacxodda npenapamd.
Heaoexeamno 8blCOKasi 0030 MOICEM NPUBECMU K PA36UMUI0 MPOMO0306 U HeONPABOAHHO NOBLLULAEN

pacxoo npenapama.

e V BceX MAIMEHTOB ¢ TreMo(uinei, y KOTOPhIX HET JAaHHBIX 00 WHIWBUIYABHBIX OCOOCHHOCTSX
(apMakOKMHETUKH, PEKOMEHI0BAHO HCIONb30BAHUE YCPEIHEHHBIX 03, MPHUBEICHHBIX HHUXKE
[1,3,22-24]:

e pacueT n03bl (akTopa cBepThiBaHHS KpoBu VIII**/oktokor ambda**, MopokTokor anbda**,
CUMOKTOKOT anbda (daxkrop cBeprbiBaHus KpoBu VIII dyenoBeueckuii pekOMOMHAHTHBIN)**,
TYPOKTOKOT ajibpa, TOHOKTOKOT aibda, 3PMOPOKTOKOT alb(a™*™*, pypHOKTOKOr ainbda mIroa ass
nanueHToB crapuie 1 roma: go3a (ME) = macca tenma x (TpeOyemas akKTMBHOCTh — Oa3aibHas

aKTUBHOCTH) X 0,5.
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e pacueT n03bl (akTopa cBepThiBaHHS kpoBu VIII**/oktokor ambda**, MopokTokor ambda**,
CUMOKTOKOT anbda (daxkrop cBeprbiBaHus KpoBu VIII dyenoBeueckuii peKOMOMHAHTHBIN)**,
TYpOKTOKOT aib(da, 3pMOopoKTOKOr anbpa*™™, pypHOKTOKOr anbda MAron y AeTeil MmepBOoro roaa

*u3Hu: no3a (ME) = Macca tena x (TpeOyemast akTHBHOCTD — Oa3alibHasi akTUBHOCTB ).

e pacueT A03bl PakTopa cBepThiBaHMs KpoBU [X**/HoHakor anbda™*/anOyrpenenonakor anbda: 103a

(ME) = macca Tena x (TpeOyeMas akTUBHOCTb — 0a3ajbHasi aKTUBHOCTD ).

o mipu BBenenun 1 ME/kr maccel Tena nanuenta aktuBHocTh FVIII noBeimmaercs, B cpennem Ha 2%
(y mauueHToB crapiie rojaa) (Boccranoninenue aktuBHocTu FVIII - tect BoccTtanoBnenus = 2), FIX

— B cpenneM Ha 1% (TecT BoccTaHoBieHus = 1).
e VY nerelt mepBOro rojia JKU3HU CTeNeHb NoBbImeHus: akTuBHOCTH FVIII Moxxet ObITh MeHbIie — 1%.
YpoBennb yoenureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KomMmenTapuu: 6 npenapamax co cmanoapmusim nepuooom nojyvieedeHusi Nepuoo Nory8blee0eHUs
FVIII** cocmaensem oxono 8-12 uacos, nepuoo nonysvigeoenus FIX** cocmasnsem okono 24 uacos.
Ilepuoo nonysvieeoenus FVIII** ¢ npenapamax ¢ nponoHeUpo8aHHbIM NEPUOOOM NOJYBbIEEOeHUs.
yeenuder 6 1,3 u bonee pasz [25], nepuoo nonyevieedenus arbympeneHonarkoe aivha ysenuyer 8 3,5-4
paza (no 95,3 4acoB y B3pOCIbIX U A0 86-89 4WacoB y nmeTei pasimudHOrO Bo3pacta). [IpumeneHnue
npenapamog ¢ NpOJIOHSUPOBAHHLIM NEPUOOOM NONYBbIGEOeHUs 6 pexcume Nno Mmpedosanuio
oonyckaemcs. — MONbKO Ol NAYUEHMO8,  NOAYYAWUX — DPeSYIAPHYI0  NPODUIAKMUYLECK)IO
3aMeCmumenbHyl0 mepanuo OaHHLIMU NPenapamamu (8 ciyuae 803HUKHOBEHUS KPOBOMeEUeHUs Uil

npu nposedeHuU UHBA3UBHBIX eMeulamenvcms) [26].

B Hexomopuvix cnyuasx, Hanpumep, npu UHOUSUOYALIbHLIX OCOOECHHOCMAX (DAPMAKOKUHEMUKU 6
omcymcmeue uneudbumopa x FVII unu FIX), 603modcHo npumenenue 6onee 8blcoKux 003 Gaxmopos

ceepmoieanusi Kposu (BO2BD no ATX xnaccughuxayuu) 01 Kynuposauusi Kpo8omeyeHuil.

Yyumuieas eapuabervnocms  GapmakokuHemuyeckux nokazamenel y KaHcO020 KOHKPEMHO20
nayuenma, 3amecmumenvHas mepanus mpebyem — KIUHUYECKO20 U, HpU  HeoOX0oumocmu,
nabopamopHno2o konmpoins. Knunuueckuti konmpons 0onicer npo8ooUmMbCs 8paLoM-2emMamono2om npu
obpawjeHuu nayueHma, pooumensimu U Camum NayueHmom NOCmosHHo. B ocnoee rkiunuuecxozo
KOHMPONA JNeHCum OYeHKA OUHAMUKU 2eMOpPpASUYecKUX MNPOsGIeHUll U ee COnocmasienue ¢
npoBOOUMOT 3amecmumenbHol mepanuei. Jlabopamophwvili KOHMPOIbL NPOBOOUMCs niaHoso 1 pas 6
200 u exarouaem onpeoenerue AYTB, akmusnocmu depuyumnozo axmopa 8 Kposu u Haluuue e2o
uneubumopa. Brennanoswlii 1a00pamopHulil. KOHMPOIb NPOBOOUMCS NPU 0OpaweHUU nayueHma no
Nn0B0O0Y CHUJICEHUs. 3¢hhexmusHocmu npoeooumMol mepanuu u 6xuouaem onpedenenue AYTBH,
akmugHocmu depuyumHo2o gaxmopa  Kposu 00 u yepes 30 Munym nocie 66e0enusi paciemuol 003vl
npenapama (mecm 60CCMAHOGIEHUS), Haiuyue uxneudbumopa. B psode ciayuaes Oononrnumenvho
nposooumcs ¢hapmakokuHemuyeckoe ucciedosanue c onpeoeineruem axmuenocmu FVII/FIX no
HEeCKONbKUM MOYKAM C UYelblo ONpeoelenuss 8peMeHu NOIYICU3HU npenapama. [na oyeuKu
Pe3VIbMAMUBHOCNIU  2eMOCAMUYeCcKOU Mepanuu 803MONCHO V HACMU NAYUEHMO8 NposedeHUe

uHme2cpanbHo2o mgema - mpomooanacmozpaghuu [1,3]. - .
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3.3. llpopuiakTuyeckoe JedyeHue

HpO@LUZClKWlM‘l@CKCZﬂ mepanus — Heobxooumoe yciosue COXpaHeHus @MSM'{GCKOZO u ncuxojioeudecKkozco

300p06bs NAYUEHMOB C MANCENOU U CPEOHeMSHCENOol 2emMopuuetl.

IIpoghunaxmuxa 3axnouaemcs 8 cucmemMamuyeckom nPUMeHeHuu haKxmopos ceepmul8aHusi Kpogu Ui
amuyusymaba** (nocieonuti moavko 0as nAyueHmos ¢ msoicenou gopmotl eemopuiuu A) ¢ yenvio
npeoomepawjenus KpogomeveHul u passumus emoguiuveckoi apmponamuu. llpogunakmuuecxas
mepanus, KOmMoOpas HAYUHAEMCs Npu OMCYMCMEUU NPUSHAKOE NOBPENCOCHUsl CYCMABo8, 00

mpexijiemnezco sospacma u, Xxoms 6bl, 00 6Mopoco ONU300a cemapmposa Hasvleaemcs nepeuquﬁ.

llepsuunas npoghunaxmuxa saensemcs Haubonee 3QPhekmueHol 051 NPedomMEpaujeHUsT NOPaANCeHUs
onopHo-0sucamenvHozo annapama. Pewenue o0 Hauane NOCMOAHHOU — NPOPUIAKMUYECKOU
3amMecmumenbHol mepanuy HeodX00UMO NPUHUMAMDb C Y4emoM COCMOsAHUS 8eHO3H020 docmyna. [lpu
HeoOX0OUMOCMU MOXMCem peulamuvcs 0Npoc 006 YCMAHOBKE YEHMPAlbHO20 6EHO3H020 Kamemepd,
KOMOpblll  Modcem Oblmb UMIJIAHMUPOBAH U UCHONb308AH MOAbKO 6 Clyuyde B03MONCHOCHU
obecneueHuss a0eKB8amHo20 0becneueHus: HeoOXOOUMbBIMU PACXOOHbIMU MAMEPUALAMU, YX00ad U

Habn0eHus nayuerma no mecmy stfcumenbecmed.

Bmopuunas npogurakmuxa Hauunaemcs nocie 08YX uau 0Oonee 2emMapmpo308 Npu HAIUYUU
MUHUMANbHBIX NPUSHAKOB No8pedcoerus cycmasa. Tpemuunas npo@uiakmuka Ha3Havaemcs 6 iooom
go3pacme Npu HAIUYUU NOBPEXCOeHus cycmasa/cycmaeos. Mooxem Oblmb NOCMOAHHOU UNU

KPAMKOCPOUHOUL (NepuoouyecKkoll).

IIpopunaxkmuueckass mepanus He YCMpausem Yice paA36USULeecs NOBPe’COeHUue Cycmaed, Ho
YMeHbUaem u4acmomy KpOGOMEYeHUU U MOJCem 3aMelums Npocpeccuposanue apmponamuu u

Vayuuiunib Kavecmaeo J4CU3HU.

llokazanusamu 0nsi  nposedenuss NOCMOSHHOU NPOPUIAKMUYECKOU 3aMeCMUMEIbHOU  mepanuu
Gdaxmopamu ceepmoisanusi kposu (BO2BD no ATX knaccughuxkayuu) aensromces: msoicendas gopma
cemopunuuy, cpeonemsidicenan gopma eemouauu npu  pazeumuu  xoms Ovl 00HO20 INU300A
2emMapmpo3a Ul GbIPANCEHHBIX 2eMOPPALUMECKUX NPosiélenHutl Opyeoul aokamuzayuu. Ilayuenmam c
akmusHocmolo  akmopa >5% nocmosHHOe U OIUMENbHOe NPOPDUIAKMUYECKOe JleueHue
He0OX00UMO NpuU NOGMOPHBIX KPOBOUITUAHUSAX 6 CYCMABbl, NOAGIEHUU NPUHAKOE CUHOBUUMA UTU
apmponamuu, GbIPANCEHHLIX —2eMOPPASUYECKUX NPOSGLEHUSX, MPedYyIowux 4acmvix 66€0eHUll

Gaxmopoeé ceepmuviéaHus Kposu.

s oyenxu sgppexkmusnocmu u pewieHus 0 HeoOXOOUMOCMU KOPPEKYUU percuma npopuiakmuxu
PEKOMEHOOBAHO KOHMPOIUPOBAMb KIUHUYECKU U 1ADOPAMOPHO NPOBOOUMYIO NPOPUILAKMUYECKYIO
mepanuto. Ilpu  KiuHuyeckom Kowmpole, pewieHue o0 HedoCmamouHou  d¢hghexmusnocmu
npoguIAKMU1ecKoll 3aMeCmumenvHol mepanuu NPUHUMAemcs 6 Cay4asx. Oonee 2-x 5nu30008
CNOHMAHHBIX ~ 2eMapmpo3068 8 200, NOsGIEeHUs NPUSHAKOS XPOHUYECKO20 —CUHOBUUMA  UTU
npozpeccuposanul apmponamuu, BO3HUKHOBCHUSL — JICUBHEYSPONCAIOWUX — KPOBOMEUECHUIL.
Jlabopamopnwiii KOHMPOIL 3AKIIOUAEMCS 8 ONpedeNeHul OCMAMOYHOLU AKMUSHOCMU (akmopa nepeo
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cnedyiowum esedenuem (00NdcHa Ovimb He Hudce 1%), Kommpone Hanuuus uveubumopa, u, no

603MO2CHOCMU, 6 npoee()eHuu qbapMaKOKuHemuquKoeo UCCIe00B8AHUS.

[na nabopamopro2co MOHUMOpUHea Mepanuu ciedyem UCHOIb308aMb AHANU3, YMEEPHCOCHHDbIU OJs
KOHKDEMHO20 Npenapama, NpuUMeHsemoeo O JaedeHus. s niazmamudeckux @axmopos
ceepmuleanusi kposu VIII**/IX** pexombOunanmuvix KonyeHmpamos haxmopos ceepmul8anus Kposu
(okmoxkoe anvgha™*, mopoxmoroe arvpa™*, nonaxoe anegha**, snmaxoe anvha (akmusuposarmwiii)**,
cumokmokoe anvga (hakmop ceépmuisanus kposu VII uwenoseweckuii pexomoOurnamuwlii)**,
JIOHOKMOKOZ anbgha, mMypoKmokoz anivgha) u Gaxmopvl ceepmvieanus Kposu (PeKoMOUHAHMHBIX
KOHYeHmpamos ¢hakxmopa ceepmvléaHus Kpo8U C NPOJIOHSUPOBAHHBLIM NEPUOOOM NOJIYE8bIBEOEHU)
(a¢pmopoxmoxoe anvgha™*, pypuokmokoe anvgha nscon, ardbympenenoHaxoz anb@ha) pekomeHOyemcs
UCNONb3068AHUE OOHOCMAOULIHO20 UL XPOMO2EHHO20 Memood. [lia nayueHmos, noay4arujux
amuyusymao **, npu onpeoenenuu akmusnocmu FVIII u mumpa uneubumopa FVIII pexomendyemcs
UCNONL3068AMb XPOMO2EHHBILL Memoo ¢ OblubUMU akmopamu Kposu. Pe3ynomamol 00HOCMAOULIHO20
memooa onpeoenenus AYTB y nayuenmos, nonyuarowux smuyusymad**, oyoym uckasiceHvl u3-3d
moeo, umo 6 omauuue om FVIII smuyuzyma6™** ne mpedbyem axmusayuu mpomoOUHomM Ol C6A3U C
cyocmpamamu. Kax cnedcmsue, 6ce mecmol, ocnogantvle Ha AUYTB, éxknrouas 00HOCMaoutiHblll aHaIu3
akmusnocmu  FVIII u onpederenue mumpa uneubumopa memooom bemeszoa 6yoym oasame
UCKadCeHHble pe3yibmamsl. Imo HeoOX00UMO YUUMbIEAmb NpU HA3HAYEHUU U UHmMepnpemayuu
pe3yIbmamos J1abopamopHviX mecmos )y NAYUEHMO8, NOAYHAIOUWUX IMUyuzymad™*, u mex, xomy

npenapam ovli ommenen menee 6 mecsayes momy Hazao [43,44].

[pununamu nedocmamouno 3pGekmusHoll 3amecmumenbHoll nPoQUIAKMULEeCKOl mepanuu Mo2ym
ObLIMb: pazeumue uHeUOUMoOpPa K haxmopy ceepmul8arus Kposu, HazHauyeHue HedOCMamo4HoU 003bl U/
UU KPAMHOCMU 88e0eHUs], HeCODI00eHUE PEeHCUMA 86e0eHUs U O03UPOBOK NAYUESHMOM U POOUMETAMU,
UHOUBUOYATbHBIE 0CODEHHOCMU nayueHma, mpebyrowue npumeneHus 6oiee 8blCOKUX 003 uiu bojee

yacmozo 66e0eHus npenapamda.

Pewenue o nosviwenuu 0036l UIU KPAMHOCMU 68€0eHUs Npenapama npu npo@uiaKmuieckou
mepanuu OOINCHO ObIMb NPUHAMO, eClU UMEIOMCs 00beKmueHble KIUHUYECKUe Ul 1abopamophbie

oanHbvle 0 ee HeahekmusHocmu.

e Bcem mammentam ¢ Tskenod (GopMol TeMOGUIUU W/WIH C TSOHKEIBIM KIMHUYSCKUM (PEHOTHUIIOM
3a00JIeBaHMsI PEKOMEHI0BAHO MPOBECHUE MIEPBUYHON MPOPUIAKTUKU C LEIbIO MPEIOTBPALICHHSI

pa3BUTHS reMODUINYECKONW apTPOIATUH ¥ MHBAJTUAU3AINY arueHToB [4,11].
YpoBennb yoeaureabHocTH pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

° HaHI/IeHTaM C YaCTbIMM ITOBTOPAIOIIMMHUCA KPOBOUIIUAHHUAMHA B CYyCTAaBbI (OCO6€HHO nanucHTam,
HUMCIOIIUM CYCTaBI)I—MI/IHIeHI/I) PECKOMEHIAOBAHO IIPOBCACHUC BTOpH‘-IHOﬁ HIIn TpGTH‘-IHOﬁ

npodunakruxu [20,27].
YpoBeHb yoeauTEILHOCTH peKoMeHaannii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

e PexoMeHIyeMbIM pexXxuMoM IpoduiiakTuku siisiercs [7,20,22,24,28-32]:
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o marmueHtam ¢ ['A — uH(y3us dakropa cBeprthiBanus kpoBu VIII** (mmasmarnueckoro daxrtopa
ceepteiBanus kpoBu VIII) / mopoxkmoxoe anvgpa™*, cumoxmorxoe anvgpa (chakmop ceepmoisanus
kposu VIII uenoseueckuii pexomounanmmuuwiir) **, mypoxmoroe arvgha B noze 25-40 ME/kr 1 pa3 B 2
THS Uy 3 pasa B Henento; nH(py3us okrokora anbha** y mereit maaamie 6 jet B 1o3e 20-50 ME/kr
3-4 pasa B Hexmento, I marueHToB 6 neT u crapme 25-40 ME/kr 1 pa3 B 2 aus wiu 3 pasza B
Henento, nHQy3ust JJOHOKTOKora anbda y aetedt muaame 12 sner B go3e 30-50 ME/kr 2-3 pasza B
HeAemo, s manueHtoB 12 smer u crapme 20-50 ME/kr 2-3 pasa B Henemo; uHQy3us
acmopokTokora ambda** B moze 50 ME/kr ¢ 3-5 nHEBHBIM HWHTEpBAJOM, 1032 W KPaTHOCTh
BBEJICHHSI MOXET ObITh CKOPPEKTHPOBAaHAa HA OCHOBE OTBETa MAllMeHTa B JHara3oHe oT 25 mo 65
ME/kr; undy3ust pypuokrokora aibda miaron y gereit muaame 12 et B qo3e 55 ME/kr 2 pasza B
Heeo, st narueHToB 12 met u crapiie 40-50 ME/kr 2 pa3a B Heaento.

e manuenTaM ¢ I'B — undysus ¢pakropa csepreiBanust kpoBu [X** B noze 25-40 ME/kr 1 pa3 B 3 aus
uiau 2 pasa B Heaento; nHpy3us HoHakor anbdha** 40-50 ME/kr 1 pa3 B 3-4 gus (#HOHaKor anbda
JUTst ieteit 1o 6 et — 2 undys3uu B Henento, 33-87 ME/kr [32]), undy3us anbyTpeneHoHakor aabga

B 1103¢ 35-50 ME/Kr onuH pa3 B HEJENIO.
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)

Kommenrapum: npu oonzocpounoii npogunakmuke aidympeneHoHaKko2om aibgha HeKomopwviM
g3pocivim nayuenmam (cmapwe 18 nem) c ecemoguiuen B, y xomopwvix OdocmueHym KOHmMpPOTb
KpogomeueHulli npu 88edeHuU npenapama O0O0UuH pas 8 Heoelto, MOJCHO HA3HAYAmb npenapam 8
oosupogke 0o 75 ME/ke ¢ unmepsarom 6 10 unu 14 Owueu, 603MONMCHO OanbHeluiee YGenudeHue
uUHmMepeanos egedenusi (makcumaivHo — 00 1 paza 6 21 Oenv). VYV nayuenmos demckoco 8o3pacma

PEKOMEHO0BAHHBLU pedcum 003uposarnus cocmasasem om 35 0o 50 ME/ke ooun pasz 6 neoeiro.

IIpu npogunaxmuueckom nevenuu Honakocom anv@a™** y oemeti maaowe 12 nem, 6 3aeucumocmu om
UHOUBUOYANHBIX OCOOEHHOCMEU (apMAKOKUHEeMUKY, 803pacma, muna KpogomeueHull, Qu3uiecKoll
AKMUBHOCMU, 8 HeKOMOPBIX CYYAAX MO2YM UCHONb308AMbCS Oolee 8blCOKUE 003bl UNU YKOPOUEHHDbILL

unmepean esedenus npenapama [33]

IIpogpunaxmuueckoe 66edenue 1106020 npenapama iyyuie nposOOUMs YMPOM, 4modbl MAKCUMATbHAS
akmueHocms axkmopa 6 kposu 6viia 6 nepuod Hauboavuiel axmusnocmu. Ilpomokon nposedenus
npoguIaKmu4eckou mepanuu O0NdHceH Oblmb UHOUBUOYATbHBIM, HACKOALKO 2O B03MONCHO, 8
3a8UCUMOCIU OM 803PACMA, 8EHO3HO20 OOCMYNA, (heHOMUna KpogomeueHuil, akmusHocmu gaxmopa,
KOMOPOUOHOCMU, COYUATbHOU aKMUBHOCMU NayueHma u ocobeHHocmel @GapmMakoKuHemuieckou
Kpueou. B nekomopuix ciyuasx (npu nogvluleHHOM mpasmamusme, UHOUBUOVAILHBIX OCOOEHHOCHISAX
Gapmaxkokunemurku 6 omcymcmeue uneuoumopa k FVIII) éoz3moorcno npumenenue 6onee 8blCOKUX 003

Gaxmopoe ceepmulsanus kposu (B02BD no ATX knaccuguxayuu) ons npoghunraxmuueckoeo ieueHus.

e Jlnga mamueHTOB C  TsKeNoW  GopMoll remopminM A PeKOMEHI0BAHO  IIPOBEJICHUE
NpO(HUIAKTUYECKOTO JICUCHHs] SMULIM3yMaOoM™*: Harpy3ouHas jgo3a 3 MI/Kr Maccel Tena - 4
BBE/ICHUS C HHTEPBAJIOM B 7 JHEH, C MOCIEAYIOIINUM PETYIIPHBIM BBEAECHUEM Mpenapara B go3e 1,5

Mr/kr 1 pa3 B Henenmo win 3 MI/KT Macchl Tena 1 pas B 2 negenu [34].
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YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KomMmenTapuu: omuyuzymab™*  npeocmaensiem coboiu  oucneyuguunoe  yMAHU3UPOBAHHOE
MOHOKIIOHANIbHOee anmumerno, cesazviearoujee akmusuposannsiii FIX ¢ FX u eocnonusowee ghynkyuu
axmueuposannozo FVIII. Ha Oeticmsue smuyuzymaba™** ne enusem xonyeunmpayus FVIII u nanuuue
uneubumopa x Hemy. Pewenue eonpoca o npumenenuu smuyusymaba™* npunumaemcs nevawum
8payoM C Yyuemom OONOTHUMENbHBIX (QaKMopos (8eHO3HO20 OOCMYNd, KIUHUYECKO20 MedeHUs]
3a001€8aHUs, HANUYUA APMPONAMUU, KOMNIAEHMHOCMU U KOMOpOuoHocmu nayuenma). Bozmoorcho
npuUMeHeHue y nayueHmos a00020 803pacma. IMuyuzymad ** 66ooumcs nookoHcHo, vlbop mecma 04
UHbEKYUU clledyem 02PaHudUmsb peKOMeHOO8AHHBIMU YUACMKAMU. 00IACMb JHCUBOMA, GEPXHSS YACTD
Hapyi#cHou nogepxnocmu niedya u 0eodpo. Ilpu 603HUKHOGeHUU KpOGOmMeYeHUsi npu nposeoeHuu
npouarakmuky dSMuyuzyMadoom™* Heobxooumo OononHumenNbHoe 66edenue QaKmopa ceepmvl8aHsl
kpoeu VIII** (npeonoumumenvno)/okmoroe anvgha™*/mopoxmokoe anvga™*/cumoxmokoe anvgha
(hakmop ceepmwvisanus kposu VIII uenogeueckuii pexomburnaummwiii)**/mypoxmorxoe anvgha 6

CMAHOAPMHBIX 003UPOBKAX.

3.4. Oco0eHHOCTH NMPOBEICHNSI TeMOCTATHYECKOI Tepanun B 3aBUCHUMOCTH OT
JIOKAJIM3AIMHA KPOBOTEUECHUS

o Jlns marueHToB ¢ reMoGuINeil ¢ TeMapTpO3aMH U KPOBOUBIUSHHUSIMHU B MBIIIIBl PEKOMEHT0BAHO
HE3aMEUIMTENIBHOE  HA4Yajd0 3aMECTUTENIbHOW  TEpamlud, II0CJe BO3HMKHOBEHMS  IIEPBBIX

CYObEKTHBHBIX CHMIITOMOB (00K, 4yBCTBAa pacnupaHusi, AUCKoMopTa, orpaHUUYEeHUs] (QYHKIUN)

[3,23].
Yposennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)

KomMmeHTapuu: xpogousiusnus 6 cycmasvl NpOsGLIOMCcst Ouckompopmom, 0O0nvio, HapyueHuem
Qyukyuu, duoxmyayuei. emamomvl max ogice, KAk u 2emapmposvl, CONPOBOHCOAIOMCsL O0NesbiM
CUHOPOMOM, HapyuleHuem QyHKyuu opeanos u/uiu koneunocmu. Kposousnuanus naubonee onacHul 8
yuacmkax, 20e OHU MO2ym HaHecmu yujepb HepeHO-cOCyOucmou cucmeme (N008300WHaA,

UKPOHOIICHAS U OP. MbIUUYbL).

IIpu pazsumuu 8blpadscenHo20 001e8020 CUHOPOMA BO3MONCHO NPOGeOeHUe KpamKo8peMeHHOll

UMMOOUIUZAYUU, KOMOPAsL OONHCHA CHUMAMbCS CPA3Y NOCjie npekpaujeHus bonell.

IIpu 6onesom cunopome NOKA3AHO UCHONL308AHUE MEeCMHOU eunomepmuu Ha 15 — 20 munym xasxcovle

4 — 6 wacos mobko 8 meueHue nepesvlx Cymok.

Peabunumayuonnsie meponpusmus u JIQPK yenecoobpazno nauuname nocie npexpaujeHus 601e6020

cqupoma, yuumolieas JIOKAJIbHbIU cmamyc mecma I’lOGpe.?fC()eHZUl.

Ecnu nayuerm He nojiydaem nocCnoAHHOE npoqbuﬂakmuqecme Jedenue, nocie Kynupoeanus

KposomedeHUsl NOKA3aHa KpaAmKO6pEMEHHRAA npoqbuﬂakmuka, 0cobenHo Ha epem: pea6wzumauuu.
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Iynkyuu cycmaesa ¢ acnupayueil co0epHcUMO20 NOKA3AHbL NPU: 2eMapmpo3e ¢ 001e8biM CUHOPOMOM,
npu Haauduu O0nbU020 00vema Kpo8u 6 NOJNOCMU CYCmasd, Npu NPUSHAKAX PA36UMuUsl 2HOUHO20

apmpuma, pazeumuu Ha QoHe cemapmpo3a HePEHO-MbIULEYHbIX HAPYULeHULL.

o Jlns manueHToB ¢ reMOpUINEi ¢ YEPEemHO-MO3TOBOM TPaBMOUW WM B JIOOOM JPYroM ciiydae Mmpu
nopo3peHn Ha KpoBouznusHue B [[HC pexomenmoBaHo He3aMeMIMTEIBHOE HAyallo

3aMECTUTENIbHOW TepaIvy 0 NPOBEICHUS AUAarHoCTUkH [ 1,3,23].
YpoBensb yoeauteabHocTn pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KomMeHnTapuu: nro6as uepenno-moszeosas mpasma y NAYUeHmMo8 ¢ 2emouiueti modxcem eecmu K
PA38UMUIO BHYMPUUEPENHO20 KPOBOUNUAHUA. Tpasema cnunbl Modcem npueecmu K KpOBOUSIUAHUIO 8
cnuHHomMo32080uU Kanal. Kpome moeo, 603moorcnvr cnonmannsie kposousnusanus ¢ L[HC. [Ipuznaxkamu
BHYMPUUEPENHO20 KPOBOUNUAHUS ABAAIOMCA. COXPAHAIOWAACA U HAPACMAOWas 20108HAsL OO0Jb,
COHAUBOCTD, HEMOMUBUPOBAHHOE OECNOKOUCMBO ULU 3AMOPMONCEHHOCHb, NOBMOPHAS PEOMA UIU

cpbleusanue, dpyeaﬂ ouazoeas uiu 061/1461}1 HespoJlocUYeCKads CUMNMOoMamuKa.

Y oemen nepevlx meciayes IHCUSHU B603MOINCHbL KPOBOUSTUAHUA C MUHUMATOHOIMU CUMNIMOMAMU UTU
beccumnmommbie. ﬂa.}‘CQ MUHUMANIbHbLE KPOBOUITUAHUA 6 HHC AGIAONMCA  HCU3HEYSPOHCAOUUMU,
mpe6yi0m 3KcmpeHH011 cocnumanuszayuu, UHMEHCUBHOU 3aMecmumenbHoll mepanuu u

Hezameonumenvroco nposedenus KT unu MPT 2onoenozo mosea.

Pewenue eonpoca O xXupypeudecCKom JjgedeHuu nayuenHmoe C 6HYmMpudepenHviMu KpPOBOUSTUAHUAMU

npurRuUMaemcs KolecudilbHoO C y4eniom conymcmeyrujux 3a001e8anull.

e Jlns mamumenTtoB ¢ remodunuen mocne kpoBowsnusHus B [[HC pexomeHnmoBaHo mnpoBeneHue

npoduiakTuuecKkoi Tepanuu B Teuenue 3-6 mecsues [1,3,23].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

o JIng mAanmMEeHTOB ¢ TeMOPWIMEH ¢ KPOBOTCUCHHEM W3 JKEIyIOYHO-KHIIEYHOTO TpaKTa
PEKOMEHI0BAHO HE3aMEIJIUTEIFHOEC Hadajo 3aMECTUTCIBbHOW TEpamuu, a TaKKe mepantis
anmuguopunonuveckumu  cpeocmea  (uneubumopamu  Quopunonusa;,  B02A  no  ATX

Klaccugukayuu) u ieyenue MecmnHo2o npoyecca, npuseouieco K pazeumuto kposomeuenus [1,3,23].
YpoBeHsb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: ocmpwsie kposomeuenus us KKT mocym nposensimeci 6 6uoe Kpo8asou peomul,
peomul «KOeuHol 2yweuy Ul ¢ HPONCUTKAMU KPOBU, KPOBAHUCMO20 CMYIAA UNU MENeHbl.

Xapakmepha peskas crabocmo, yuaueHue nyivca, naoeuue AJ/l, cyxocmo 6o pmy, 61e0HOCHb KOJMCU.

Kposomeuenus uz KKT pazeusaromcs, kax npasuno, Ha gone conymcmsayroujeti namonoeuu KKT:
A36eHHAsT 00Ne3Hb, 3PO3UU, NONUNBL, BOCNAIUMENbHbIE 3a00Nesanus KuuieyHuka u op. Taxue
KPOBOMeEUeHUsl SABNAIOMCIL  HCUBHEYSPOACAIOWUMU,  MPedYIOm  HKCMPEHHOU 20CNUMAIu3ayuu U

HeMeOleHHO20 I’lpOG@O@HHﬂ aA0eKB8amHOU 3aMeCcmumenbHoll mepanuu.
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Heobxoouma cpounas ouacHoCmuka UCMOYHUKA KPOBOMeueHUs, Ol 4e20 NpPOBOOUMCS KOMNJEKC
HeoOX00UMbIX OUACHOCMUYECKUX MEePONpUsmull ¢ UCHONAb308AHUEM IHOOCKONUYECKUX, JI)UeBblx,

Yibmpa36yKoe6blX U UHbLX Memooos.

Cnedyem pe2ynapHo KOHMPOIUPOSAMb NOKA3AMeNU 00ue20 auaiu3a Kposu u, npu Heobxooumocmu,

npoeodun% JleyerHue anemuu.

° I[H}I IAaIMECHTOB C FGMO(l)PIJ'IHCfI C INOYCYHBIM KPOBOTCUCHHEM PEKOMEHAOBAHO HC3aMCAJIUTCIIBHOC
HAyaJI0 3aMECTUTEIBHON TCpalinu, CO6JIIOIIGHI/I6 IMOCTCIIbBHOTO PCXKUMa B IICPBLIC 48 yacos [1—
3,23].

YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J10KA3aTEJIbCTB — 5)

KOMMCHTapl/II/IZ nayuermsl, )y KONoOpbsvlx pa36Ul0Cb nodYedHoe KpoeomedeHue, Q0JIICHbL  ObIMb

NPOKOHCYILMUPOBAHBL 8PAYUOM-YPOI020M U NPOUMU YPOLOSUYECKOe 00CTIe008aHUe.

o Jlnsg marmuMeHToB ¢ reMO(WIMEH C MOYCYHBIM KPOBOTCUCHHEM HE PEKOMEHJA0BAHO IPUMEHEHHUE
anmuguopunonumuveckux  cpeocms  (uHTHOUTOpPOB  mOpmHONMM3a; BO02A 1o  ATX
knaccuduxarmmn) [3,11,23].

YpoBensb yoeaureabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

JIJisi OCTAaHOBKM KPOBOTEUCHHS Y IMAIMEHTOB ¢ Tshkenoi (opmoii ['A, momyyaromux sMuimzymao **,
PEKOMEHI0BAHO MPUMEHSTH JOMOIHUTENBHO (QakTop cBepThiBaHus kpoBu VIII**/oxmoroe anvgha™*,
MOpokmokoe anvgha™**, cumoxmorxoe anvpa (paxmop ceepmuvisanus kpoeu VIII uenoseuecxuii
peKoMOuHanmuslil) **, ~ mypokmokoz aib¢ha B CTAaHAAPTHBIX JO3UPOBKaX B 3aBUCHMOCTH OT
JIOKaNMHM3aii KpoBoTeueHus. [[msi marueHToB ¢ remoduimeld A, OCIOKHEHHOHW WHTHOMTOpamH,
MOTYYAIOIIHNX IMUIIM3YMa0 **, mpenaparoM MepBOU JTUHUU JJTsI KYIIMPOBAHKS KPOBOTCUCHUS SBIISICTCS
snTakor anb(da (aKTUBHPOBAHHBIN)** B cTaHAApTHHIX J03ax. HavampHas 1032 aHTUMHTHOHUTOPHOTO
KOAryJsTHTHOTO KOMIUIeKkca** He momkHa mpeBblmatse 50 En/kr, m cyTouHas 1o03a He JOJDKHA
npesbimath 100 Ex/kr [45].

YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

3.5. JleueHue UHTHOMTOPHOU remMoGuInn

llosenenue uneuoumopa FVIII/FIX cuumaemcs camvlmM MANCENbIM OCLONCHEHUEM, CBA3AHHbIM C

neuenuem eemopuauu. Uneubumopor — anno-aumumena (IgG), xomopuie Helumpanuzyiom 3K302eHHble
FVIII/FIX.

llosignenue uneubuUmMoOpa 6 OCHOGHOM NPOABIAEMIC OMCYMCMBUEM KIUHUYECKO20 Omeema Ha
cmanoapmuyro mepanuio gaxkmopamu ceepmwisanus kposu (BO2BD no ATX xknaccuguxayuu) unu

nosejleHUuem KpOGOl’I’l@H@HUﬁ Ha npogbuﬂakmuttecmii mepanuu.
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Haubonee uacmo uneubumopst nosaisaiomcs y nayueHmos ¢ msaxceiou gpopmoii eemoguauu (0o 30%
nayuenmog ¢ msicenou opmoi I'A u 0o 3-5% nayuenmos c¢ msaxcenou gopmou I'B). Haubonee
yacmo uneubumop pazeusaemcs 6 nepsvie 20-50 (0o 100) [B ¢axmopa u nocie unmeHcusHou

mepanuu npu xupypcuieckom emeulanmeivbceniee.

Ilockonvky npu noseienuu uHUOUMOPO8 CMAHOAPMHAS 3AMEeCUMeNbHAs mepanus Gakxmopamu
ceepmoiganusi kposu VIII**/okmoxoeom anvgha™**, mopoxmoxocom anvgha™*, cumoxmoxoeom anvgha
(haxmop ceepmuisanus kpoeu VIII wenoseuweckuii pexombunanmuwiil)**, — mypoxkmoxoeom anveha,
JIOHOKMOKO2OM alb@ha, PYPUOKMOKO2OM Allb(ha N30 Ulu KOHYEHmMpamom (akmopa ceepmvléansl
kposu IX**/monaxkocom anvgha**, anbympenenonaxocom anvgpa cmarno8umcs Hedp@HeKmueHou, puck

MAANCENBIX OCIONCHEHULL U 0AdNCe cmepmu ont KpoeomedeHus y onux OONIbHBIX BblULE.

Ilpu ymepennotli unu neckou ceMOPuUIUU UHSUOUMOD MOJHCEM HEUMPAIU308aMb IHOO2EHHbLU

FVIII/FIX, npeobpasys, mem camvim, KIUHUYECKUL (heHomun 3a001e8anus 8 maxicenyio hopmy.

Ocobennocmu meyenus uneuoumoprou I'B. /lo 50% nayuenmos ¢ uneubumopnoti I'B mozym umemsw
msadicenvie aniepaudeckue peakyuu, 6 mom uucie anaguiaxcuio, npu npumenenuu FIX**. Takue

peakyuu 4acmo OvlBarom nepesvim CUMNMOMOM pa3eunius uH2u6um0pa.

e YV MauMeHTOB C reMOQMIMEl € HU3KUM THUTPOM HMHTHOUTOpAa PEKOMEHI0BAHO KYNHUPOBAaTh
KpOBOTE€UEHHE BBeleHHEM (akTopoB cBepThiBaHusi kpoBu (B02BD nmo ATX knaccudukanuu) B
J103aX, TPEBOCXOASIIMX CTAHIAPTHBIE B 3 pa3a, WM BBEICHUEM TIPENapaToB IIYHTUPYIOIIETO

neuctBus [35].
YpoBenb yoeaureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5.

KommenTapuu: 6vibop npenapama 0ns neueHusi 00NHCEH OCHOBbIBAMbCA HA MUmMpe uHeubumopa,

KIUHUYECKOM omeenie Ha nmepanuro U xapaxkniepe Kpoeomed4eHUuAl.

e PexomeHa0BaHO MMPOBOAUTDH JICUCHHUC KpOBOTe‘-IeHI/Iﬁ Yy Nalfu€HTOB € BLICOKUM TUTPOM I/IHI‘I/I6I/ITOpa

TOJIBKO IpernapaTaMu IyHTUpyomero aeicteus [3,9,20,36,37].
YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

Kommenrapuun: 6 nacmoswee epems Kk npenapamam wyHMupyiouje2o Oeucmeus OmHoCAmcs 2
npenapama: — aGHMUUHSUOUMOPHBILL — KOA2YIAHMHLIL — KoMniekc™™*  u  asnmakoe — anvgha
(axmusuposanmuwiii) **.  Jlocmosepnoii pasnuyvl 3¢exmusnocmu, 6e30nacHocmu U CmMouMoCmu
NeyeHuss smumu npenapamamu He noaydeno. OOnaxko umeromcsi OawHvle 00 UHOUBUOYANLHBIX
0COOEHHOCMAX 0meema NAYyueHma Ha KaxiCovli U3 npenapamos, Ymo HeoOX0OUMO YYumvléams Hpu

8b100pe NedetUs 8 KanCOOM KOHKPEmHOM Cyuae.
Lo3v1 npenapamos ¢ wynmupyrowum oeticmsauem 0Jisk KyRupoBaHUs KpOBOmMe4eHus.:

- #aumuuneubumopnoill Koa2ynaumusii Komnieke** naznauaemcs 6 0oze 30—100 Eo/ke kadxcovie 12-
24 yaca. Maxcumanvras cymounas 0oza 200 E0/ke (013 nayueHmos, nonyyarowux smuyusymad ** - ne

bonee 100 E/[/ke/cym);
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- Honmaxkoe anvgha (axmusuposanmsiit) ** nasnawaemcs 6 0oze 90—120 mxe/xe kaxcovie 2 — 4 uaca 00
OCMAHOBKU KposomeueHus. Bozmodicno o00HOKpammuoe snmaxoea anvgha (aKkmusuposanmnozo)™**

66ederue 6 cymku 6 003e 270 mke/ke.

e PexomengoBano mnpu reMopuiIuM, OCIOKHEHHOM WHTHOMTOPOM, MPOBENEHUE JUTUTEIbHOU
Npo(HIIaKTUUECKON Teparuyi aHTUMHTMOUTOPHBIM KOAryJIIHTHBIM KOMILJIEKCOM™* B pexknme 85+15
(60—100) En/kr kaxkapie 12 gacoB mpu MpOBEACHUN WHIYKIIMH UMMYHOJIOTHYECKON TOJIEPAHTHOCTH
(MUT), no camkenus Tutpa unrunoutopa mexee 2 bE; Bue UUT — npoBeaenue npodunakruyeckoi
Tepanuu #aHTUUHTUOMTOPHBIM KOAryJasiHTHbIM KoMruiekcom™* B no3e 50 — 100 En/kr 2-3 pasa B

HEJIeI0 Wi yepes aeHb [38—40].
YpoBenn yoenureabHOCTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

o PexomeHgoBaHO TmanMeHTaM ¢ TreMouined, OCIOKHEHHOW HWHTHOUTOPOM, MPOBOJIUTH
KpaTKOCPOUHYIO0 (B TeYeHHE 3-X MEcCAleB) NPO(PHIAKTUUECKYI0 Tepamuio SITakor ainbda

(axTuBUpOBaHHBIM)** B pesxkume 90 Mkr/kr 1 pa3 B nensb [9,20].
YpoBeHb yOeauTEILHOCTH peKoMeHaaunii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

o PexomeHngoBaHo mamnueHTaM ¢ MHTUOUTOpHOM  (opmoil  remodunuu A TPOBOAUTH
npouiIakTUYECKOe JICUCHHE MpernapaToM SMHUIM3YyMa0d** B 1o3ax 3 MI/KT OAMH pa3 B HENENIO B
TEUCHHUE TIEPBBIX 4-X HENelb, 3aTeM 1,5 Mr/Kr onuH pa3 B Hexenmto wiau 3.0 mr/kr 1 pa3 B 2 Hexenw,
win 6.0 Mr/kr 1 pa3 B 4eTbipe Henenw. DMULU3YMa0** BBOTUTCS MOIKOXKHO, BBIOOp MecTa JUIs
WHBEKIHUU CIEAYET OrPaHUYUTh PEKOMEHIOBAHHBIMU yYaCTKAMM: 00JIACTh KUBOTA, BEPXHSIS 4acThb

HApYKHOM MOBEPXHOCTH TjIeua u o6emapo [5,34].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEJIbCTB — 2)

KomMenTapuu: rHa oeiicmeue osmuyusymadba™* ne enusem rouyenmpayus FVIII u naruuue

uHeubumopa K nemy.

o IlepBoii MMHKEN Tepanuu y NAllMEHTOB ¢ HHTUOUTOPHOU (opmoii ['A pexkoMeH10BaHO TTPOBE/ICHKE
WHIYKIIUU UMMyHoJorndeckol tonepantHoctd (MUT) ¢ uenpio snuMuHAIIMM HHTUOWUTOpA
[9,10,41,42].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 4)

KommenTapuu: onmumanvnvie cpoxu nauana HHUT — cpa3y nocne 6wviagienuss uHeUOUMOopa.
Ippexmusnocmov UUT 3nauumenvHo nogvluiaemcs, eciu 8 Hayale mepanuu mump uHeubumopa He
npesviuwaem 10 BE. Tem ne menee, 8blcokutl mump uHeUOUMOPA He ABIAeMCs NPOMUBONOKA3ZAHUEM K
HUUT. HUUT mooicem nposooumuvcs ¢ ucnoav3osanuem awboco npenapama FVIII (pakmop
ceepmoiganusi kposu VIII**, hakmop ceepmuvisanus kposu VIII + hakmop Bunneopanoa™**, okmokoe
anvegha**, ~mopoxmokoe anvgha**, cumoxkmokxoe anvgha (hakmop ceepmoviganusi Kposu VII
yenogeueckull. pekoMOuHanmuoll) **,  nonoxmoxoe anvga, Mypokmokoe anvgha, 3PMOPOKmMoKo:

anvgha™**, pypuokmokoe anvgha naeon). Ilpeonoumumenvno nposooume UUT ¢hakmopom ceepmuleanus

kposu VII**. gy nposeacuun HHT ieqomysuusuo petams daxmor, coepmbicqrus, kpau KL )



NOCKONILKY MO 3HAYUMENbHO YXyouwaem npoeHos mepanuu. Ileped nposedenuem MUT neobxooumo

)/6€0MI71bC}Z 8 HAAUYUU O0CMAMOYHO20 KOIUYeCmad npenapamada.

OnmumanvHoeo pedcuma npogedenus HUT nem. J[na nayueHmos ¢ GblCOKOpeaupyouum
UHUOUMOPOM, He3a8UCUMO Om mumpa uHeubumopa Ha momenm uauyana HUUT, pexomenoosana
Hauanvnas cxema 100-150 ME/ke npenapama FVIII kadxcovie 12 wuacos. [na nayuenmos c
HU3KOpea2upyrouum uHeuoumopom pekomenoosarno Hawunamoe HUT no cxeme 50—100 ME/ke

npenapama exiceOHesHO Uil Kaxicoblil 6Mopoil OeHb.

CHudicenue 003bl U KpamHoCmu 66e0eHUs Npenapama HA4uHaemcs nocie 00CMUNCEHUS Ce0yIouux
nokazamenetl: mump uneuoumopa - mernee 0,6 BE, nopmanusayus mecma eoccmarosnenus (6onee
66%) u Hopmanuzayusi nepuoda nonysvigeoenus (bonee 7 uacog). CHudiceHue 003bl npenapama
nPOBOOUMCSE NOCIENEHHO N0 cXxeme ¢ NOCMOSIHHbLIM 1abopamopHuim Konmpoiem. Ilocie oocmudicenus
003bt 8 30—50 ME/ke I paz 6 2 OHA He0OXOOUMO NPOOOINCUMb MEPANUI0 8 DPelcCume SMOPUUHOL/
mpemu4Hol NpoQUIAKMUKU 6 OAHHOU 003e  OIUMENbHO. AlbMepHAMUBHbIM — 8APUAHIOM
NpOUIAKMUKY NOCAe OOCMUNCEHUS. MOJIEPAHMHOCMU  AGIAeMCs NPUMeHeHUue muyusymaoa™** e
cmanoapmubix pedxcumax. Ommena npoguiaKkmuiecko2o jiedeHuss Moxcem Npueecmu K peyuousy
uneubumopa. Maxcumanvuas Onumenvhocms HUT 3 200a. Kpumepuu s¢pexmusnocmu HUT

npedcmasnensvl 8 maonuye 3.

Taonuya 3. Kpumepuu r¢ppexmuenocmu UUT

3¢ deKTUBHOCTb Kputepum

MonHbIN ycnex TuTp nHrmbutopa < 0,6 BE (He MeHee yeM npu ABYX NMocnefoBaTesNbHbIX onpeaeneHunsx)
HopmManusauusa nokasaTtens BocCcTaHoBNeHUs (66% un 6onee) Ha npoTsxeHun 6onee yem ABYyX MecsaLEB
Hopmanusauunsa nepuoga nonysbiBeaeHus (6onee 7 yacos)

YacTuuHbI ycnex MpucyTCTBME ABYX U3 TpEX KPUTEPUEB
YacTWUUHbIN oTBET MpUCYTCTBME OAHOIMO U3 TPEX KpUTEPUEB
OTCyTCTBUE OTBETA He BbINOJIHAETCS HU OAMH M3 KPUTEPUEB Ha MPOTsXKeHun 12 MecsueB v 6onee

Buvibop npenapama ona npoeedenusi HUT oondcen 6vimb UHOUBUOYATbHBIM.

IIpu nposedenuu MUT neobxooumo uzbecamso 1r00bIX 8030€UCmBUll U NPEnapamos, CmumMyaupyroujux
UMMYHHbIE Pearkyuu, 6 Mmom Yucie 6aKYuHAyuu, NPUMEHeHUsl npenapamos uHmep@epona u Opyeux

8U008 UMMyHomepanuu.

o [laruentam ¢ marHOUTOpHON dopmoit I'A Bo Bpems MUT nns kynmupoBaHusS reMopparuyeckoro
cunapoma Bo BpeMst UT pekomeHI0BaHO NpUMEHEHNE MPENApATOB IIYHTUPYIOLIETO EUCTBUSA:

AHTUMHTHOUTOPHOTO KOAryJISHTHOTO KOMIUIeKca™™® wyim snrakora anbda (aKTHUBHPOBAHHOTO)™*

[3,9].
Yposennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

o [laruentam ¢ unru6utopHoit popmoit I'A Bo Bpemsa MUT nns npoguinakTUKA reMopparudeckoro
curzpoma Bo Bpemsi UUT pexkomeHna10BaHO puMeHEHHE SMUIIM3yMa0a** B CTaHAAPTHBIX PeKUMaXx

[43]
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YpoBenn yoenureabHocTH pekoMmenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4)

KommenTapuu: ¢ ciyuae ucnonvzosanusn smuyuszymaoa™* npu npoeedenuu UHT 003b1 u percumot
66e0eHUs KoHuenmpamos #Hgpaxmopa ceepmoteanusn kpoeu VIII**0onxcnvl 6oime uzmenenst: 50-100
ME/ke ¢ 8sedenuem 3 paza 6 Heoenro, uiu uepes 0eHb, UNU eHCeOHe8HO 8 3A8UCUMOCIU Om MUmpa
uneubumopa [44). B cepusax kaunuueckux Haoarwoenuil nayuenmos, noayuarouwiux UUT na gpone
npoooHCcarouwenica npoPUIAGKMUKU IMUUUSYMAOOM ™™ HOBbIUWIEHU DPUCKA HNOOOUHBIX U/UlU

mMpPOMOOMUYECKUX A6TICHUIL He 3apPe2ucmpupo8aHo.

e PexomengoBano mnaimueHtam c uHruoutopuou ¢opmoit I'A mnpexparuts UUT u mneperectu
MalMeHTa Ha TEpamuio MpenaparaM [IYHTUPYIOLIETo NEHCTBUS WM SMUIM3yMaboM™ ™, mpu
OTCYTCTBUU TEHJCHIIUU K CHUKEHHUIO MHTUOUTOpA B TeUeHUU 12 MecsleB OT Hauajaa BICOKOI03HOM
tepanuu [45].

YpoBennb yoenureabHOCcTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: sozmooicno nosmopnoe npogedenue UUT ¢ ucnonv3osanuem opy2o2o npenapama uiu

UZMEHeHUueM pescuma mepanuu.

Onvim nposeoenusi UUT y nayuenmos ¢ uneubumopnou I'B oepanuuen. Imo o06ycno6neno oueHw

HU3KOU 2()(heKmusHoCmuvio U an1epeudecKUMU peakyusmu.

3.6. JleueHue opToneAuYECKMX OCJI0KHEHUN remopuinu

Jleuenue nayuenmos c ecemoguaueli ¢ XpoHuueckou Oegopmupyrowelu apmponamuer OO0AHCHO

nPOBOOUMBCSL COBMECHHO C BPAYAMU-MPABMANOLOAMU-OPIONEOAMY, UMEIOWUMU ONbIM JIeYeHUs]
bonvbrbix cemounueti [1,3,22,23].

Xponuueckas oegopmupyrowas apmponamus 803HUKAEM 6CIe0CMEUe NPOocpeccupyrouje2o medenus
XPOHUUECKO20 ~CUHOBUUMA U  PeYuoUusUpylowux Kposousiuanuti 6 cycmaevl. Illposensemcs
0CMeonopo3oM, HapyuileHuem CMpYKmypbl, UCHOHYEHUEM U nomepeli CyCmasHo20 Xpsaud, 00nesbim

CUHOPOMOM, KOHMPAKMYPamu, MbluleuHou ampogueti, depopmayueti cycmasa.

OcHosotl npohunakmuku pazeumusi XpOHUYeCKol apmponamuu A61emcs a0eK8amHuas. NOCMOosHHAS
npoguraxmuueckass samecmumenvhas mepanus. CeoespeMenHOe JeueHue CUHOBUUMA MAKINCe
HeoOX00UMO 0151 NPedomMepaweHus pazsumusi apmponamuu. Jfuaznocmuka apmponamuu 0CHO8AHA HA
BbIAGNICHUU — KIUHUYECKUX HNPUBHAKOS U HA  Pe3Vibmamax NnpoeeO0eHHbIX UHCIPYMEHMANIbHbIX
uccneoosanuii: Y3U, KT, MPT.

Lenvio  neuenus  yoce  pazeueuwielics — XPOHUYECKOU — apmponamuu — AGIAemcs — YIyuuleHue
DYHKYUOHUPOBAHUS CyCcmaBa U yMeHbueHue 001e6020 cunopoma. /s 6opvbdvl ¢ HonedbIM CUHOPOMOM
y nayuenmog cmapuie 18 1em onmumanbHo Ucnonwb3o8ams okcukamol (uneubumopol [JOI-2, MOIAC
no ATX knaccugpuxayuu) (omoenvhvie npenapamer u3 epynnvl HIIBII (M0OIA necmepouonvie

NPOMUBOBOCNAIUMENbHbIE U  NPOMUBOpEBMaAmuyecKue npenapamol), a UMEHHO Kemopoaak**,
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Humecynuod, ubynpogen™**, npenapamor uz epynnot «koxcudoly (MOIAH no ATX xknaccugpuxayuu).y
demeti ¢ maccou mena Oonee 5 K2 B803MONCHO NpumeHeHue npenapama uoynpogen™*, y oemei 6
go3pacme cmapuie 2 Jiem B03MOJCHO NPUMEHEHUe npenapama Humecyiuo, y oemeii 8 8o3pacme
cmapute 16 1em B03MOXMCHO NpuMeHeHue npenapama kemoponaaxk™**.[46]. /s eoccmanosnenus
@yuKkyuu cycmasa u cocmosiHus mvludy npogoosm kypevl JIPK u ¢uzuomepanuu. B psde cayuaes
appexmusHo ucnonvoeanue mpenadxcepos. Ha Hauanbhvix smanax 60CCmMAaHOSUMENbHO20 JleYeHUs.
NOKA3aHO NpogedeHue Kypco8 2UaiypoHOB80U KUCIOMbl 8 KOMOUHAYUU C Npenapamamu u3 pynnel
SO0IKAS51 cuanoypanosas kucioma 6 kombunayuu ¢ opyeumu cpeocmeamu no ATX xnaccughuxayuu.
IIpu  nedocmamounou 3Qp@exmusHocmuU KOHCEPBAMUBHOU mepanuu, NOKA3AHO XUupypeuieckoe
neueHue. Xupypeuueckoe JieueHue NAYUeHmos ¢ 2eMo@uiuell OO0JNHCHO NPOBOOUMbCS 8padamu,

umerowmumu onvlnm jq1e4eHusd nayuerHnos ¢ eeMoqbwzueii.

e [lamuentaM ¢ remoduineld ¢ XPOHUYECKHMM CHHOBHMTOM PEKOMEHJI0BAHO IIPOBEJCHUE
npoHuIaKTUUECKON 3aMeCTUTENIbHON Tepanuu (akrtopom cBepThiBanus kposu (B02BD mo ATX
Kiaccu(uKaMiu) B PEXKUME, KOTOPBI TO3BOJUT MPEIOTBPATUTH PA3BUTHE CIIOHTAHHBIX
reMapTpo3oB. Takke BaXKHBIM MOMEHTOM SBJISIETCS BBINOJHEHUE €XKEIHEBHBIX YNPAXKHEHUMN
(JIOK), HampaBieHHBIX Ha YKpEIUIGHHE MBI ¢ MOJJAEp)KaHUe TOJBMKHOCTH CycTaBa
[1,3,22,23,46].

Yposennb yoeaureabHOCTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

KOMMeHTapl/lI/IZ XpOHu’{€CKMIZ CuHosuunt paseueaencst nocjie NnOo6MOPHbIX 2eMapnpo306. Kaxk
npaeuio, A6TAEemcA creocmeuem omcymcmeust uiu Heo0oCmamo4Holl aqbqbekmueHocmu
3amMecmumenbHol mepanuu. HpOfl@]leHl/lfl - OUMENIbHO COXpaHAoweecss nosblUleHUe memnepanitypbl
Hao nopastiCeHHbIM  Cycmaeom, yeeiudeHue obvema MsACKUX ~mKaumeu —oonacmu cycmaeda,

peuudueupyiou;ue KpOBOU3NUAHUA, OcpAHUYEeHUEe NOOBUINCHOCTIU.

[uaecnocmuka exnrouaem evlasieHue KiuHuveckux npusznaxos, Y3U cycmasoe u/unu MPT. Tepanus
nPOBOOUMCSL COBMECMHO C B8PAYAMU-MPABMANOLOSAMU-OPIONEOAMU, UMEIOUWUMU ONbIM JeYeHUs
bonvHbix 2emogpunueti. Ilpu coxpanenuu npuzHaxos eocnaieHus, nayueHmam cmapuie 18 nem,
nokaszana mepanusi okcukamamu (uneubumopamu L[OI-2) (omoenvuvimu npenapamamu u3 2pynnsi
HIIBII, a umenno kemoponak™*, numecynuo, ubynpoghen™*, npenapamer uz epynnvi «KOKCUObL»
(MOIAH no ATX knaccugpuxayuu ¥ oemeii ¢ maccou mena Oonee 5 Ke 603MONCHO NpUMEHEHUe
npenapama ubynpogen**, y oemeii 6 sozpacme cmapuie 2 1em 803MONCHO NPUMEHEHUe npenapama

HUumecynuo, y demeti 6 o3pacme cmapuie 16 1em 603MONCHO NpUMeHeHUue npenapama Kemoponax™**.

[46].

IIpu neoocmamounou 3¢pgexmusHocmu 3aMeCmumenbHOl Mmepanuu 803MONCHO NpPOBedeHue Kypcd
NYHKYULL Cycmaea ¢ 66e0eHuem CMmepoUuOHbIX NPOMUBOBOCNAIUMENbHbIX NPenapamos (Ha nepeom
smane), oanee, 8ApUAHMAMU 8bLOOPA AGNAIOMCA XUMUYECKAS UIU IHOOCKONUYECKAsT CUHOBIKMOMUSL, d

npu UX HeOOCMAMO4YHOU dPHEKMUBHOCMU — XUPYDSUYUECKASL KOPPEKYUSL.

o [lamuentam c remoduinei W MCEBAOOMYXOIIMU PEKOMEHI0BAHO Ha TIEPBOM JTare MPOBE/ICHUE

WHTECHCUBHOM 3aMECTUTEIILHOM TCpallnv B TCYCHUC 6-8 HCICJIb C MMOCIICAYOINM MPT KOHTPOJICM.
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Ecan O6p3.30BaHHe HC HUMECT TCHACHIHUU K O6paTHOMy Pa3BUTHIO, PEKOMCHIAOBAHO TOTAJIBHOC

yIaJICHHUE OMyXOJIU C HCCeUeHUEM Karicysl [47].
YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: ncesdoonyxonu popmupyromes eciedcmeue HenpaguibHo mepanu KpOGOUsIUsHUL
8 Ms2KUe MKanu, OObIYHO 8 MblUYbl, PACNONONCEHHbIE PAOOM C KOCMbIO, KOMopas modicenm Obimb
3amponyma 6mopuyHo, Ul Npu NOOHAOKOCMHUYHBIX KpogouznusHusax. Ilpossenenusmu ncegdoonyxonu
AGNAIOMCS CMAabUIbHOE ONYX01e8UOHOe 00paA308aHUe, OMMmMeCHAIoujee OKpyxicaloujue mrkanu, Komopoe
cywecmeyem Ha NPOMANCEHUU MHOSUX MecAyes Uy Jem u He umeem MeHOeHYuu K oOpamHomy

pPAa3sumuio Ha (hone UHMEHCUBHOU 3aMeCMUmMeNbHOU mepanuu haxkmopamu.

Beoenue nayuenmos ¢ 2€M0¢1/L71u€1/7 u nceedoonyxozl;mu O0JIJICHO ocyurecmeiAnoCia COBMECMHO

epadamu-xupypeamu u epadamu-cemamaolocamu.

Hpu omcynmcmeuu J1e4erHusd nceedoonyxwzb Modcem O0ocmucams 2USAHMCKUX pasmepoes, co30a6as

odasnenue Ha H€L7p06aCKle}lprl€ CMpyKmypbl U 6bl3bl6dsA NAMOJlocU4YeCKue nepeiomol.

Onepauuﬂ 00/IiCHA I’lpOGO@Mﬁ’leﬂ cneyuaiucmami, umernwmumu onslm Xupypcuieckozco

OpPMONEeOUHecKo2o eyeHust OO0NIbHbIX 2emMopuauetl.

o [lamuenTtam ¢ remoduivel Mpu pa3BUTUHU TMEPEIOMa PEKOMEHI0BAHO HE3aMEIIUTEIbHOE HAaYallo0
3aMeCTUTENIbHON Tepanuu ¢dakropamu cBepThiBaHus kpoBu (BO2BD mo ATX kmaccudukanuu). B
TEUCHHUE TIEPBBIX 3—5 AHEN HE0oOXO0AMMO MOJACp)KaHUE YPOBHS (pakTopa B KpoBH HEe MeHee 50—
100% (B 3aBUCUMOCTH OT JIOKAJU3ALUU U TSHKECTH TpaBMbl). [locTosiHHAS 3aMeCTUTENbHAS Teparnus

(bakTopoM J0KHA TPOBOAUTHCS B TeueHue 10—14 gueit [48].
YpoBennb yoenureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KommenTapuu: puck pazsumus nepenomos y nayuenmos ¢ cemouiaueli cesi3aH ¢ 0Cmeonopo3om u
eemoghunuueckou apmponamueti. Cpasy nocie cmabunuzayuu nepeioma ciedyem HPUCMYNUMb K

npoeeéenuio 680CCMAHOBUMENbHOU mepanuu.

3.7. OnepaTuBHoOeE JieYeHUE

o [lanmenTtam c remouiiveil peKOMEHJI0BAHO ITPOBOIUTH JIFOOOE ONEPaTUBHOE BMEIIATEIHLCTBO WIIH
MPOBEACHNE HMHBA3MBHOW MPOLEIYPHI MO TPHKPHITHEM 3aMECTUTEIBLHON Tepanuu (paxkTopamu
ceepteiBanus kpou (B02BD mo ATX knaccudukanun) [2,3,11,23].

Yposennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)

KommenTapuu: y 6onvusix ¢ ecemogunueti xupypeuveckoe eMeuamenbcmeo Modxcem nompebo8amscsl
OJ15l leYeHUsl KaK OCJLONCHEHUU 2eMOo@uiuu, maxk u He C8A3aHHbIX ¢ cemouauell 3abonesanuil. Ilepeo

JI0ObIM Xupypcuveckum emeuianeilibCnieom Heobxoouma KOHCYynomayus 6 yenmpe j1e4eHus ZeMOQbZ/t]ZMI/l.
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cmayuonape. OnepamugHoe eMeuamenbcmeo y NAyueHmos ¢ UHSUOUMOPHOU cemopuauell OOINCHO
NPOBOOUMBCSL  MONLKO 8 YCIA0BUAX CHeyUualu3upo8anHo2o cmayuonapa. Bpay-anecmesuonoe-

peanumamoiioe O00JIICEH UMEmb ONbIM JIeYeHUs nayuermoe ¢ HapyweHusAMu ceepmovleaemocmu Kpoesu.

Heobxooum cmpozuii MOHUMOpUHZ KOA2YL02PAMMbL, AKMUBHOCMU (DAKMOpa U CKPUHUHE HA HATUYUE
uneubumopa. /[ozvl u npoooIHCUMENLHOCMb MePanuy. GaKxmopom C8epmul8anUsl KPOGU 3a8UCII OMm

muna onepamueHo2o emewamenvemea (maoauya 3).

IIpu Heobxooumocmu npogedenus maxKux OUAcHOCMUYeCKUx npoyeoyp, KaKk CNUHHOMO3208dsl NYHKYUS,
NYHKYUs apmepuu, HOO0CKONUYECKoe UCcie0oeanue ¢ buoncuel, eedenue nayuenma makoe e, Kaxk

npU XUpypeuueckom aedeHuu.

llayuenmam, noayuarowum npoguiakmudeckoe Jaedenue omuyuzymabom™*, — pexomenoosano
nposooums 11060e onepamusHoe BMeuamenrbCmeo Ul UHBA3UBHYIO npoyedypy 0e3 omMmeHbl
npenapama ¢ NpuUMeHeHuem CMaHOaApmuvix 003 ¢haxkmopa ceepmoulsanus kpoeu VIII**/haxmopa
ceepmuisanusi kposu VIII + ¢haxmop Bunnebpanoa**/ oxmokoea anvgha™*/mopoxmokoea anvgpa**/
cumokmoxkoza anvgpa (paxmop ceepmuisanus kposu VIII uenoseueckuii pekombunaumuwii) **[49]/
JIOHOKMOKo2A anbgha/mypoxmorxoea anvpa/spmopoxmoroea anvgha™**/pypuokmorxoea anvgha nseoi.
na nayuenmog ¢ A, 0C10HCHEHHOU UHSUOUMOPAMU U NOAYHAIOUWUX IMUYUIYMAO **, npenapamom
gvlOopa  Aensemcs dnmakoz anvgha (akmusuposanuwvli)** 6 cmandapmuvix  0osax. Ilpu
HeobX00UMOCMU HA3HAYEHUS AHMUUHSUOUMOPHO20 KOA2YIAHMHO20 KoMniekca™™® nauanohas 0osa He

odondicna npesviuams 50 Eo/ke, u cymounas 0o3a ne oondicha npesviuwiams 100 Eo/ke [50].

3.8. JMTeJbHBIH COCYIUCTHIH JOCTYN Y MALMEHTOB ¢ reMoguinei

e V MalMEeHTOB C reMOPUINEH peKOMEeHA0BAHO MPU BO3MOKHOCTH MCIOJIB30BaTh nepudepruyeckuii

BEHO3HbIN noctyn [51,52].
YpoBenb yoenurteabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 4)

KommenTapuu: cocyoucmuiti 0ocmyn sensiemcs HeoOX0OUMbIM — YCA08UEeM JleueHUss OO0NbHbIX
eemoguaueti, NOCKOIbKY (axKmopwvl C8epmvlaHus Kposu HpeoCmasisaiom cobou npenapamol OJisl
BHYMPUBEHHBIX UHbEKYUll. BHympusennoe esedenue pakmopos ceepmuleanus no3eoasiem nposooums
npogurakxmuueckoe nedenue, jleyeHue no mpeoo8aHulo, iedenue 8 OOMAWHUX YCA08UAX, UHOYKYUIO
uMMyHHOU monepanmuocmu. Illpenapamsi 015 NOOKONCHO20 66€0eHUs. He CHOCOOHb 3AMEeHUMb

6HYNMPUBEHHblE gbakmopbl CeEPMbBIBAHUAL, 0cobenHo 6 YP2EHMHbIX CUMYAyUsiXxX.

Ilynkyus nepughepuueckux een — 3mo Memoo 6vlbopa obecneuenus Ccocyoucmozo O00Cmynda y
nayuenmos c¢ ecemogpunuen. Eeo ucnonvzosanue ne accoyuupyemcss ¢ OOIbUUM KOIUYECMEOM
OCJLOJCHEeHUl, mpedytomces ueivl manoeo kaiuopa (23-25G), a kopomkoe 8pemsi uHGy3uu 00CmamoyHo
07151 86edenuss pakmopos ceepmuléanuss Kposu. QObIYHO NYHKMUPYIOM GeHbl PYKU C NOMOWbIO USTbl-
babouku. [loemopuvie wacmoie 8eHENYHKYUU MO2YN OCONCHUMbCSL 2emamomamu. Basicnas pons npu
UCNONB308AHUL OMO20 OOCMYNA NPUHAONEHCUM OOYUEHUIO BbINOIHEHUIO BCHENYHKYULL ONEeKYHO8 U
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camux nayueHnaos. B mo orce epemMsl 'y HEeKoOmopblx nayueHnioe uUcnolb3oeaHue nepuqbepuqecmzo
B6E€HO3HO20 docmyna HEB03MOJCHO U3-3d MA1020 pasmepa 6€H, nioxou neperocumocmu oemobmu
no6nopHsvlX 6€H€nyHKMua, HeoOX00UMOCmU  YACMO20 UCNONb308AHUS COC_)/()MCI’I’IOZO ()ocmyna,
HecnocobHocmu ONeKyHoe U nayueHnoes 06_)/1{1/[1’1/11)0}1 6bINOJIHEHUIO 6EHENYHKYUU. CDaKmopamu,
GIAUAIOWUMU HA OmMKA3 om NpPpuMeHeHUs nepuqbepuqecmeo Oocmyna, moecym A6UMbCA 603pacn

nayuermoes u 4acnible KpoomeueHuAl.

e VYV MalMeHTOB ¢ reMoPMiIneil PeKOMEHJI0BAHO HCIIOJIb30BaTh B KAYeCTBE METOIOB YCTPOWCTB
JIOJITOBPEMEHHOT0 IIEHTPAJIBLHOIO JIOCTYIa IMOPT-CUCTEMY, Mepudepuueckue HMILUIAHTHPYEMBbIE

LIEHTpaJIbHbIE BEHO3HBIE KaTeTephl [53,54].
YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KommenTapuu: ucnonvsosanue ycmpoiicmea 001208peMEHHO20 YEHMPATbHO20 BEHO3HO20 00CMYNd
N0 CPpABHEHUI0 ¢ nepugpepudecKum 8eHO3HbIM OOCMYNOM Hauje acCoyuuposanocsy ¢ ungexyuei (29%
npomue 17%, P = 0.01). Ilpu wucnonv3oeanuu ycmporicme 001208DEMEHHO20 YEHMPATbHO2O

6E€HO3HO2O0 ()ocmyna 603MOICHbL Kamemep-acCoyuupoearHovle mp0M60muLl€CKu€ OCJIOJCHEHUAL.

Ilokazanua K ucnonv306anuio ycmpoucmea 001208PEMEHHO20 YEHMPANbHO20 6€HO3H020 00CMYNd

aeaaemcAa:

- HOMPEOHOCHb 8 Pe2YIAPHOM 00I208PEMEHHOM COCYOUCTOM 00Cmyne Y NAYUeHmMos ¢ eemopuauell, y

KOmopuslX HE603MOINCHO UCNO1b30604Nb nepud)epuqecmtﬁ B6EHO3HbILIU Oocmyn U3-3a Majuioco pasmepa 6€eHn,

- HeobX0O0UMOCMb  eXHCeOHEBHLIX BHYMPUBEHHBIX 66€0CHULl (DaKMOpo8 CEepmul8anusi Kposu, 8

yacmuocmu npu nposederuu MUT;
- y Oemeii, Komopbie NJI0X0 NePeHOCAN NOGMOPHbIEe BEHENYHKYUU.

Abcontomuvim npomueonoxkazanuem K YCMAHOBKE YCMPOUCMBEA 001208PEMEHH020 YEeHMPAIbHO2O

6EHO3HO020 docmyna Aesaemcs Hajliudue y nayuenma npu3naxKkoe AKMUBHOIL uud)ekuuu.

OmuocumensHolMu  NPOMUBONOKAZAHUAMU K  YCHIAHOBKE  YCMPOUCMEA  00NI208PEMEHHO20
YEHMPAIbHO20 8EHO3HO20 OOCMYNA AGNAANOMCA KAMemep-accoOyuupoaHnan un@eKyus Kpoeomoka

U Kamemep-accouuuposamnmnsle mp0M603bl alzyﬁokux 6CH 6 AHAMHEeE3e.

e V mnanueHtoB ¢ remodunueld 6e3 MHrHOMTOPOB PeKOMEHJyeTcsl MPU YCTAaHOBKE YCTpPOMCTBa
JIOJITOBPEMEHHOTO LIEHTPAJIbHOTO BEHO3HOTO jaoctyna obecneunth akTuBHOCTH FVIII/FIX myrem
uH(py3un axkropa ceepreiBanus kpoBu VIII**/ pakTopa cBeprhiBanus kpoBu [X** [55].

YpoBensb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

Kommentapuu: B maoauye 4 npueedenvt 003vl hakmopa ceepmuieanus kpoeu VIII**/IX** u
ueneean axmusnocmov FVIII/IX npu ycmanosxke ycmpoiicmea 0071208peMeHHO20 UYEHMPATbHO20

6C€HO3H020 00CHIYNA Yy NAYUEHMOE ¢ 2emogpuueit 0e3 UHZUOUmMopoe.

Tagnuua 4. Peorcuy QB uieusisio R UG I BY A AR B B A P RUARS A er comy



Bpemsa LleneBasi aktuBHoctb FVIII/FIX B nna3me Bpemsa uccnenosaHus

[o onepauunm (1-2 y4) >100% Yepes 15-30 MuH nocne nHbysum
Yepes 8 y nocne onepauumn >50% [o v nocne nHdysmm

1-3 fgeHb nocne onepaumm >50% [o v nocne nHdysum

4-7 pneHb nocsne onepaumn >30% [o v nocne nHdysum

e YV MalMEHTOB C TreMOpuiIMel ¢ MHIMOUTOPOM PpPeKOMEeHIyeTcsli IMPU YCTaHOBKE YCTpOWCTBa
JOJITOBPEMEHHOTO I[EHTPAJIbHOIO BEHO3HOTO JOCTyHa OOECHeuruTh TeMOocCTa3 nyTeM HUHQYy3uu
MpernapaTtoB IIYHTUPYIOMIETO JCHCTBUS — dnTakora anbda (aKTUBUPOBAHHOIO)**  wmin

AHTUMHTHOUTOPHOTO KOAryISTHTHOTO KoMIuiekca™* [55-58].
YpoBenb yoeauTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 3)

KommenTapuu: npu ycmanoske nopma nayuenmam ¢ eemopuiueil, 0CI10HCHEHHOU UHSUOUMOPAMU K
Gaxmopam ceepmul8anus, 2eMocmas 00ecneyusarom 8edeHueM Hnpenapamos ULyHMupYoue2o
oeticmeusi; aHMUUHeUOUMOpHLIL Koa2ynsaHmuwulll komniekc** 80—100 ed/xke unu #dnmaxoe anvgha
(axkmusuposannwiit) ** 120 mke/ke. Y nayuenmos ¢ uneubumopom npumernsiom #Hinmaxoe anvgha
(akmugupoeannwiil) ** kascovie 2-3 u 90-120 mke/ke 6 meuenue nepgvix 24 u u 3amem Kasxcovie 4-6 u
00 7 OHA, b0 HaumuuneubumopHwlli koa2ynsHmuwlli komnaexc** 80-100 ed/ke kascovle 8 u nepsvie 3
OHs, 3amem Kadicovle 12 u. Hecmomps Ha NOOOOHBIU pedcum YCMAHOBKA NOPMO8 Y OONbHbIX C

uH2u6um0paMu Hepe()KO OCJIOJMCHAEMCA cemamomaml.

o Pexomenayercsi IpOBOAUTD MPEABAPUTEIBHBIN UHCTPYKTAX, 00y4eHHE, TPCHUHT MAlMEHTOB M UX
ONEKYHOB, YXXMBAIOIIUX 32 YCTPOUCTBAMU JOJTOBPEMEHHOTO LIEHTPAJIbHOIO BEHO3HOIO JOCTyIa
[52].

YpoBennb yoenureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

KommeHnTapuu: nayuenmsl u ux onekynwvl O0071CHbL 0Oblmb UHDOPMUPOGAHB 0 Xapakmepe
yCmpoiucme 001208PEMEHHO20 UEHMPAIbHOZ0 6€HO3HO20 OOCHIYNA, YX00a 34 HUM, 603MONCHbLIMU
OC/I0)ICHEHUAMU, NOpPAOKe OeliCmeull u Kyoa um oopawiamosci 6 Ccayuae 603HUKHOBCHUS
ocnoxycnenuii. ObyueHue pooumenell pabome ¢ HOPMOM ABIAEMCS  00A3AMENbHBIM  YCLO8UEM
obecneuenusn 3¢pghexmuenon nomowu nayuenmam oarwHou epynnol. Obyuenue npoeoouUmcs ¢ nepeoco
OHSL UMNWIAHMAYUU NOPMA, UHOUBUOYATILHO, 8PAYAMU U MEOUYUHCKUMU Cecmpamu yewmpa, 2oe
8bInoONHAemcs onepayusi. B OanvHeliuiem oOyueHue npooondcaemcs 6 yeHmpe, 20e HabI00aemcs
nayueHm Ha NOCMOSHHOU ocHoge. Pooumenu u nayuenm OONHCHbI 0CB0UMb NPABULA ACENMUKU U

aHmucenmukKu, HaevlKu no 6blNOJIHEHUIO MHQbyB’MIZ npenapanioe ¢ uCnojab306dHuem nopmada.

3.9. UHoe J1cueHHe

o [lammentam ¢ remoduirieil peKOMeHI0BAHA JIOMOJHUTEIbHAS TeMOCTaTHYeCKas Tepamus it

OCTaHOBKHU KpoBoTeueHui: antududpuHonutuueckue cpeacrtsa (BO2A mo ATX knaccudukammmn),
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reMocTaTudeckue cpencta s MmectHoro npuMmeHeHus (B02BC nmo ATX knaccudukanum) [1,59—
62].

YpoBeHb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5).

KOMMeHTapl/II/IZ 6 Kauecmee OONOJIHUMEIbHOI 2eMOCHAMUYECKoll mepanuu  603MOJICHO

ucnojib3oeanue cnedytomux JICKAPCMBEHHbLX npenapamoe:

- Uneubumopwt pubpunonusza (anmughubpunorumuyeckue cpedcmaa). Mcnonv3zyiomes kak 0ononHeHue
K cneyuguueckoi 3amecmumenvrou mepanuu. Haubonee s¢ghgpexmusnvl npu Kpogomeuenusx u3 paw
cauzucmuix obonouek. Mozaym ucnonvzosamocs 05l JeueHuss KpOGOMeyeHull Opyeux JOKAIU3ayull.

3anpeu;eHo UCnoOb306ambsb npuU nNO4YE4YHblX KpOBOMEUYECHUAX.

- lemocmamuueckue Cpé()CWl@(l Onsl  MEeCmHO20 NPUMEHEHUAL. Hpu I/lp06€()€H1/ll/t onepaniueHsvlx
emeuamenbeme, ocobenno Ha napeHxumamosHsblX opzcaHax, npu IKCmMpaxKyuu 3y608, JedeHuu pan
NnoKaszaHo Ucnojlbzoeanue cemocmamudeckux npenapamoes 05l MeCmHo20 NpUMeHEeHUsL. Omu
npenapanvl NPUMEHAIOMCA COBMECMHO C 3aMecmumenbHoll mepanuezZ U npu36aHsvbl onMuMuUsUpoeanbv

MecmHblll 2cemocmamuyeckuti 3¢hgexm.

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



4. MequuMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE IOKA3AHUA U
IPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEIMIMHCKON peaduIuTaluu, B TOM YHUCJIe
OCHOBAHHBIX HA UCIOJIL30BAHUM NPUPOIHBIX
JIe4eOHbIX (PAKTOPOB

e [laruentamM c¢ remoduinuell ¢ MOpPaKEHUEM HIIEMEHTOB OIOPHO-ABUTATEIBLHOTO ammnapara
PEKOMEHI0BAHO JOJITOCPOYHOE JICUCHHE TMOBPEKICHUN CYyCTaBOB M MBI, U (PYHKIIMOHATLHAS
peadwinTanMs, a TaKXKe CaHATOPHO-KYpOPTHOE JIEYEHHE C LEJbI0  PEeIOTBpAllCHHUS
IIPOTPECCUPOBAHNS  HAPYIIEHUH  ONOPHO-ABHUIaTEJIbHOIO  ammapara W yIy4dlIEHHs  UX

OpTOIEIMYECKOTO cTaryca [24].
Yposenn yoenureabHocTH pekomenaanuil C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

KoMMeHTapuu: 0CHOBHbIM KIUHUYECKUM NPOSGLEHUEM 2eMODUIUU AGTAIOMCA  peyuousupyouue
KPOBOUBUAHUS 8 CYCMABDL, UMO HEOOPAMUMO NPUBOOUM K PA3BUMUIO dedopmupyrowelt apmponamuu
U XPOHUYECKO20 CcuHosuma y 3mux nayueumos. I[lopadicenue onopho-osucamenvHo2o annapama
CYUWeCMBEHHO TUMUMUPYEM COYUATbHYIO a0anmuposaHHOCMb NAYUEHMO8, YXYouaenm ux Kavyecmeo
JHcusHU. JleueHue MOHCHO NPoBOOUMb 8 CAHAMOPHO-KYPOPMHBLIX OP2AHUZAYUAX 8 KIUMAMUYECKOU 30He
NpoOJICUBAHUA ~ nayuewma, a mMakdxce Ha  OanvbHeono2udeckux — Kypopmax.  Paspabomka
peadunumayuOHHbIX ~ MEPONPUAMUL  OOIHCHA  NPOBOOUMBCS  COBMECMHO  CReYUAIUCmamy  no
peadunumayuy, Kypopmono2uu u epadami-eeMamonoeamu, UMerwuMyu onvlm jedeHus nayueHmos ¢

HapyWeHUsIMU C8ePMbIBAHUS KPOB.
BosmooicHbl makue udvl mepanuu Kax:

- WKOAA NCUXONO2UYECKOU NPOPUIAKMUKYU 051 RAYUEHIO8 U POOCMBEHHUKOS,

- go30elicmaue YIbmpasgykom npu 3a00/1e8aHUAX CYCMABO8,

- JleKapcmeeHublil yibmpaghonogopes npu 3a0071€8aHUIAX CYCIMABOB,

- 21eKmpoope3 1eKapCmEeeHHbIX NPenapamos npu 3a00J1e8aHUsAX CYCMABO8;

- 8o30elicmeue 8blCOKOUACMOMHBIMU INEKMPOMASHUMHBIMU NOJAMU (UHOYKIMOmMepMust),
- 8030eticmaue dneKmpudeckKum noiem yiompasvicokou yuacmomst (11 YBY),

- go30eticmaue nepemeHHbiM MacHummusim noiem (IleMIl).
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S. IlIpoduiaakTuKa ¥ AUCIAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

TIayuenmor ¢ cemoghunueii 0ondicHbl HAOIOOAMBCSA SPYNNOU CHEYUANUCIO8 PA3IUYHO20 NPOPUs,
BKAIOYAIOWEUl  8PAYA-2eMamonoea, 8pava-neouampd, epaia-mpasmamono2a-opmoneod, 8paiad-
cmomamonoeza, epada-guzuomepanesma, eépada JIPK, meouyunckoeo ncuxonoea, umerOuwjux Onbim

pabomul ¢ bonbhbiMu cemogunueti [1,24].

Ocmomp  nayuenmos 8pavoOM-2eMamono2om, 8paAvOM-mpasMomoni02o0M-Opmoneoom u 6paiom-
CMOMAMOLO20M OOJINCEH NPOBOOUMBCSL He MeHee 2-X pasz 6 200, OCMANbHbIMU CReYUaIucCmamu - no
Heobxooumocmu. Ilenecoobpasno nposedenue oucnauncepuszayuu nayuenmos 1 paz 6 200 8
CNeYUanIU3UPOBAHHOM YeHMpe HAPYUICHULl 2eMOCMA3d, eciu YeHmp pacnoiazaem O0CMAamoyHoOll

KAuHuxo-rabopamopuou 6azot [1,63].
Hucnancepnoe nabniooenue 3a nayuenmamu ¢ 2emogpuiuelt 8Kayaem:

Junamuueckuti MOHUMOPUHE COCMOAHUS NAYUEHMA C OYEHKOU HAUYUSL HeHCelAMeNbHbIX SA6/IeHUll npU
npoBedeHUU 3aMeCmumeibHOl Mmepanuu: noseileHue UHUOUmopa K (Gaxmopy ceepmuvl8anus Kposu,
UHOUBUOYANbHASL —~ HENEePEeHOCUMOCMb  Npenapamd,  GUPYCHAs — KOHMAMUHAYUS, — U3MEHeHUs.
ACUXONIO2UYECKO20 UNU COYUAIbHO2O CMAamyca nayuenma, OYeHKa COCMOAHUA nepugepuiecKor

8EHO3HOU CUCTEMDBI.
Jleuenue ocnoxcnenutl cemopuuu: Koppekyus oepuyuma dxcenesd, UHeUOUMopoa.

Buisenenue conymemsyrowux 3abonesanuil, ocobenno 3abonesanuti 3y608, nonocmu pma, KKT, JIOP-
0p2anH08, NAmMoNO2UU CepOeyHO-COCYOUCMOU cucmemsl U Op. U HANpAsieHue K NpoQPuiIbHbIM

cneyuaiucmanm.

e Bcex mammeHToB ¢ reMouIMEll PeKOMEHI0BAHO PETHCTPpUpPOBaTh U HAOMIOAaTh B

CHEUUATIU3UPOBAHHOM IIEHTpE (110 BO3MOXKHOCTH) [ 1,3].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil C (YpOBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB — 5).

KommenTapuu: y nayuenmoe unu epaueii, K KomopvlM OHU 00pawiaromcs, Kpy2ioCcymouHo OOAHCHA
ObIMb B03MONCHOCMb KOHMAKMA C 8PAYOM-2eMAMON020M, UMEIOUWUM ONblm JedeHUs OONbHbIX C

HAPYWEHUAMU cemocnmasa.
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6. Opranu3zanus OKa3aHusl MeJIUIUHCKON IMOMOIIH

Bcex IIaluCHTOB C PCMO(i)I/IJ'II/Ief/'I PEKOMCHIAOBAHO PETUCTPpUPOBATDH " Ha6J'IIOI[3.TB B
CIICHUAJIU3UPOBAHHOM HCHTPC (HO BOSMO)KHOCTI/I). ﬂOJlJfCHa OblMb KpyeiocymodHasl 603MOINCHOCNTb

KOHMAKMa ¢ 8pa4om-2emamonio2om, UMerouwuUM Onvlim Jieuerusi OOIbHbIX C HAPYUEHUAMU 2eMOCma3d.
IToxa3anus AJis NJIAHOBOM roCNUTAIU3AIUH:

e ILJIAHOBOE OTNEPATUBHOE JICUCHHUE.

IMoka3anus 1 IKCTPEHHOM TOCMUTAIU3ANNN:

e JKHU3HEYIPOXKAKOIIEE KPOBOTCUCHUE;

e MPOBEICHUE AIKCTPEHHOIO ONEPATUBHOIO BMEIIATEIbCTRA.

IMoka3zaHus K BbINMCKE MANMEHTA U3 CTAIIMOHAPA:

e IIOJIHAasA OCTaHOBKA KPOBOTCUCHM:A
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7. JlonoiHUTE IbHAsA MHpopManus (B TOM YHCJIe
(baxkTOpBI, BJUSIONINE HA MCXO0] 3200/1IeBAHUA UJIH
COCTOSITHUSA )

7.1 OcHOBHbIEC IPUHUUIBI OPrAaHU3AIMHA OMOIIH MANMEHTAM ¢ TeModuinen

I'apanTupoBanHoe OecrniepeboiiHoe obecriedeHue dakropamu cBepThiBaHUs kpoBu VIII** m FIX**,
¢dakropom cBeprbiBanus kposu VIII + pakrop Bunnebpanna™*, okmokocom anvgpa™*, mopoxmorozom
anva**, — cumoxmoxoecom  amvgpa  (paxkmop  ceepmwuisanus  kpoeu  VII  uenoseueckuil
pekomounaummuolil) **,  nonaxkocom anvha**, noHOKMOKO2OM anvha, mMypoxkmoxocom  aivga,
agpmopokmokozom  anvga™**, — pypuoxmoxocom anvgha nd2201, ardympeneHoHaxko2om  aiva,
AMUIM3YMAOOM™** y MaIMEHTOB ¢ HEOCIOKHEHHON reMopuiIne WiM mpenaparaMy IIyHTUPYIOIIEro
JNEUCTBUA, AMUIM3YyMAOOM™™* y TaIMeHTOB C HHTUOMTOpHON dopMoit remodunuu A, oOyudeHue
OPUMEHEHUIO 3TUX TMPEernaparoB WIEHOB CEMbU OOJBHBIX TeMO(QUIHEH SBISETCS MPUOPUTETOM B

OpraHu3aIyy MOMOIIHN O0JTBHBIM TeMO(UITHEH.
[Ipu nedeHnn KPOBOTEUCHU HEOOXOIUMO MTPUACPIKUBATHCS CIASAYIOITUX MPHHITUIIOB:

1. Inss OCTaHOBKM KpPOBOTEUEHWH MOJDKHA MPUMEHSTHCS 3aMECTHTENbHAs Tepamus (akropamu
ceepreiBanusa kpoBu VIII** u FIX** ¢dakropom cBeprhiBanust kpoBu VIII B komOunammm c
dakropom Buinebpanna**, oxmoxocom anvgha**, mopoxmoxocom anvpa**, cumoxmoxozcom
anvpa (paxmop ceepmouieanus Kpoeu VIII uenoseueckuti pekombunanmmuwlil)**, HoHnaxkozom
anbgha™**, — noHOKmMOKO2OM  anvgha, MYypoKmMoKozom  anbgha, dpmopoxmoroecom  arvpa**,
PYPUOKIMOKO2OM albha ni2on, aidoympeneHoHako2om anibgha, Moo MpernapaTaMy ITyHTHPYIOIIETO

JeMCTBUS y MAlIUEHTOB C UHTUOUTOPHOM (popMOii TeMOBUITHH.

2. HeoOxomumo cpa3dy mnpuMeHATh 3()QexTuBHbIE H03b1 (HAKTOPOB CBEPTHIBAHUS KPOBU WIIH
IpernaparoB IIyHTHpYIOIIEro jAeictBus. Tepamusi HEIOCTAaTOYHBIMU J03aMH HE IO3BOJIUT
OCTaHOBUTb KPOBOTEUEHHE, NPHUBEIET K IOTEPE BPEMEHH, HAPACTAHUIO TEMOPPArHuecKOro

CHHJIpOMa ¥ HEOOOCHOBAHHOMY PACXOJy JIOPOTOCTOSIIIETO Tpernapara.

3. 'emMocTatnueckyto Tepamnuio (BBeAeHHE (PaKTOPOB CBEPTHIBAHUS KPOBH) HEOOXOIMMO HAYMHATH
KaKk MOJKHO paHbllleé (B MaKCUMaJbHO C)KaTbleé CPOKM HACTOJBKO HACKOJIBKO 3TO BO3MOYKHO,
KEJIATeJIbHO B TEYEHHUE IEPBBIX 2-X 4acOB IOCJE IOJy4YEHMs] TPAaBMbl WM IOSBICHUS IEPBBIX
CYOBEKTUBHBIX WJIH OOBEKTUBHBIX MPU3HAKOB KpOBOM3IHsIHUS). [lo3TOMy OcHOBaHMEM 7151 Havyaa
TEpaluu MOTYT OBbITh CyOBEKTHBHBIE OLIYLIEHHWsS IallMeHTa WU (QakT TpaBMbl. BBeneHue
npenapara JOJUKHO OBITh BBIIOJIHEHO 00s3arenbHO. HeoOXoauMo CTpeMUThCS OCTaHOBMTH
KPOBOTEUEHUE WM KPOBOM3JIMSHHE A0 Pa3BUTHS 3HAYUMBIX KIMHMYECKUX NposiBaeHuil. Ilpu
HaJU4YUM TpPaBMbl NAIUEHT JOJKEH OBITh OCMOTPEH BpPAaYOM-T€MATOJIOTOM B 00S3aTEIbHOM

MOPSITIKE.

4. Jleuenne NErKUX U CpeaHux KpOBOTe‘-ICHI/Iﬁ JOJDKHO IMPOBOAUTHCA HAa JOMY MAIIMCHTOM HJIM €TO0

POZCTBECHHUKgMEKoNe HEOBERRY R TRIIAI e DS EAMSIEHINAME T BIMBAY GNEE0 1010 s A UPRIBHEBH/



TSOKEJIOTO KPOBOTECUEHHUS Tepamusi JODKHA OBITh HauaTa Kak MOXKHO paHblie (Ha JI0My) U

MMpOAO0JIZKCHA 1O H36J'IIO,Z[6HI/IGM Bpada-remMaroJiora CranuoOHapHO WA aM6YJ'IaTOpHO.

5. [lanMeHTsl HE MOKHBI HKCIIONB30BATh MpEmaparbl, Hapymawomue (YyHKIHWI0 TPOMOOIUTOB U
yTHETAIOLINe CBEPThIBAHUE KPOBU, OCOOCHHO alleTUICAIMIMIOBYIO KucioTy** u npyrue HIIBII,
32 MCKJIIOYEHHEM HEKOTOPbIX OKCUKamos (MHTHOUTOPOB IMKIoOKcureHassl-2 (LIOI-2)) —
KeToposiaka™®*, HuMmecynuaa, ubynpodena**, mpenaparoB u3 rpyimmsl «kokcuOb» (MO1IAH mo
ATX knaccudukanum).

6. Cnenyet uz0erarb BHyTPUMBIIICUHBIX HHBEKIIUN U MYHKIUU apTepHil.

7. Caenyer MOOIIPSATH PETYJSIpHbIE 3aHATUS (PU3UUYECKUMH YIPAKHEHUSIMH, CIIOCOOCTBYIOIIUMU
Pa3BUTHIO MYCKYJIATyphl, 3alIUTE CyCTaBOB U YIYUYIICHUIO (PU3NYECKOTO COCTOSHHUS (Hampumep,

nedeOHasi THMHACTHKA, TUIABaHUE, TEPPEHKYP).

8. HaHI/IeHTBI JOJIXKHBI n30erarhb CHTyaHHfI, CBA3aHHBIX C BBICOKMM PHCKOM TpaBM, B TOM 4YHCJIC
3aHATHA KOHTAaKTHBIMHW BHAaMU e,Z[I/IHO60pCTB, HUrp € TSKCIBIM MAYOM, 3aHATUM Ha CIIOPTHBHBIX

CHapsijax, v T. 1.

7.2. CTOMATOJIOTHYECKAs ITOMOII b

MecTtHas aHecTe3uss y MALMEHTOB C TSOKEIOM W cpenHerskenod (opmamMu TreMOo(UIuU MOMKET

MIPOBOAMUTHCS TOJIBKO MOCIE BBEACHUS (pakTopa CBEpThIBaHUS KpoBHu [60,62].

[na  Oonvuebix ecemounueli 8adMdCHO cOOMOOeHUe 2ucueHvbl HOLOCMU pmd, UYmo nomozaem
npeoomepamums pazeumue napoooHmosa u kapueca. /[is uucmku 3008 He0OXO0UMO UCNONb3068ANb
maA2Kyr0 3y6Hy10 wemky. Ilnanogvlie cmomamonozuueckue ocCmMompol OOAHCHb NPOBOOUMBCSL He MeHee
2 paz 6 200. ObbiyHbIE OCMOMPLL BPAUA-CMOMAMON02A U YUCMKA 3Y008 MO2Ym NPOBOOUMbCs Oe3
3amecmumenvHoti mepanuu Gaxkmopamu. OOHAKO HEOOX00UMO uUMemb 6 C80000HOM OOcmyne
cemocmamuyeckue cpeocmea (paxmopul ceéepmuleanus kposu VIII**/[X** aHTHGUOPHHOTUTHUECKHE

Cpe/CTBa).

[Ipu oka3aHuM CTOMATOIOTMYECKOM MOMOIIKA Ba)KHO TECHOE B3aMMOJCHCTBUE Bpaya- CTOMATOJIOTA U
Bpava-reMarojiora. YaajaeHue 3y0a WIM XUPYPTHUYECKHE MPOLEIYPhI BBIMOIHATH IO CTPOTUM

KOHTPOJIEM I'€MOCTAa3a U IMOCJIC KOHCYJIbTAllUN Bpada-remarosiora.

IIpu  nposedeHuu CcmMomMamonOcUYecKux npoyeoyp BO3MONCHO NPUMEHEHUe MPAHEKCAMOBOU
Kuciomol** (3a uckuouenuem Oemeti maaouwe 1 2o0a) uau Opyeux awmuguopuHorumuyeckue
cpeocmea ¢ Yenvio YMEHbUleHUss HeOOXOOUMOCMU 6 3aMeCmumenvHol mepanuu Gaxkmopamu
ceepmuiéanusi Kpogu. Bo3MOJCHO ucnonvsosanue 2emMoCmamuyeckux cpeocmea Ojisi MeCHmHO20
npumenerust nocie yoanenus 3y606. IIpu oOWUPHBLIX CIOMAMONOSUYECKUX NPoYedypax (HanoxdceHue
UB08, MHOINCECMBEHHAS IKCMPAKYUsl 3y008) MOAICem NOHAOOOUMbCSL 20CNUMATU3AYUsL NAYUEHMA 8

cmayuorap.
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Crnedyem so30epocamvcs om npumenenusi HIIBII, ocobenno ayemuncaruyunogot kuciomot**,

Oco6020 enumanusi mpebyem npo@uUIaKmuka 80 8pems CMoMAamonI02U4ecKux npoyeoyp y nayueHmos

¢ uneubumopamu x gpaxmopy VIII/IX.

7.3. 'eMmoduinsi y HOBOPOKICHHBIX.

[Ipu pemenun Bompoca O crocode poaopaspenieHusi (BarMHaJIbHOE WJIM OINEpPAaTUBHOE), €CIld
OKHJIaeTCs POXKJICHHE peOeHKa ¢ remoduianel, HeoOXOauMo BBIOpaTh HambOoyee aTpaBMaTUYHBIN
cnoco6. BakyymaKcTpakius SBISETCS OMACHON M HE JOHKHA MPOBOAUTHCS B OTHOIICHUU IUIONOB, Y
KOTOpBbIX Tofo3peBaeTcss remoduuus. Ilocne popopaspemienust xenarenbHO oToOparh o0Opasell
MyIOBUHHOW KpPOBU B MPOOUPKY C LIMTPATOM HATPUs ISl OMNpPEACNICHHUS AaKTUBHOCTH (PAKTOPOB
CBepThIBaHUA KpOBHU. [Ipu olleHKE pe3ynbTaTOB HEOOXOAMMO YUUTHIBATH BO3PACTHBIE 0COOEHHOCTH. J[0
MOMEHTA TUArHOCTHKH, Y HOBOPOXKJIEHHBIX C OKUJIAaeMOU reMo(uiueii xKenaTeabHO BO3IEPKaThCs OT
BEHEMYHKIUNA (TOJIBKO [JIsi JIMarHOCTHKKA reMouianu), ordopa oOpa3loB KanmWUISPHOW KPOBU U

JIPYTUX UHBAa3UBHBIX MAHUITYJISLIUN.

7.4. IIpoBeneHue J1a0OPATOPHBIX MCCIACA0BAHUM

JlaboparopHble aHamu3bl J€KAT B OCHOBE JUATHOCTUKU W KOHTPOJS y MALUEHTOB C TreMO(pUIHEH.
TpeboBanus K yCIOBHUSIM U TEXHUKE 0TOOpa 00pa3lioB M BBHIMOJHEHUS UCCIECIOBAHUN HE OTINYAIOTCS
OT CTaHAAPTHBIX. BaXHBIM acmekToM J1abOpaTOpHBIX HCCIEAOBAHUN SBISETCS Y4YacTHE B CHUCTEME
KOHTpOJIsi KadecTBa. Ilpu pamarHocTuke reMo@WINM ONTUMAJIbHO YYacTBOBAaTh HE TOJIBKO B
rOCyJapCTBEHHOW, HO M B MEXAYHApOJHOM CHUCTEME KOHTPOJS KadecTBa J1abOpaTOPHBIX

MCCJIEIOBAaHUM, OXBATHIBAIOIIEH OCHOBHBIE KOATYJIONIOTHYECKHE TapaMeTpBhI.

7.5. Baknunanus.

[TarmenTsl ¢ reModrireit MOTYT OBITh BaKIMHUPOBaHbI. OCOOCHHO Ba)KHO MPOBEJICHUE BaKIIMHAIIAN
ot renaruta B. [Ipn BakuuHauWu NpearioOYTEHUE OTAACTCS OPAJIbHOMY WM IMOAKOKHOMY BBEICHUIO
Ipernapara, no CPaBHEHUIO C BHYTPHUMBIIICUYHBIM WM BHYTPHUKOXKHBIM. ECIM 1JIs1 JAaHHOW BaKIIMHBI
JOCTYTEH TOJIbKO BHYTPHUMBIIICYHBIN IMyTh BBEJACHHUSA, HEOOXOIMMa 3aMECTUTENIbHAsI Tepamnus s
MPENOTBPAILICHUST PAa3BUTUA TE€MAarOMbl. B 3TOM ciydae 3aMECTUTEIIBHYIO TEPAlUI0 IPOBOIAT
HAKaHyHE BakIMHaUMM. B 1eHp BakUMHAMK BBEICHUE IMpenapara He pekoMenayercsa. Henpss

IMPOBOAUTDH BAKIIMHAIIMIO BO BPCMA KPOBOTCUCHUSI.

7.6 HekesaresibHAsi MeAMKAMEHTO3HAS TePaNU.
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He pexoMeHmoBaHO TpUMEHEHWE TPEMapaToB, YXYAIIAOMMX (YHKIHAIO TPOMOOIMTOB WU

CBCPTBIBAHUA KPOBH.

IIpumenenue maxux npenapamos Mojicem npueecmu K pa3sumuio msicevlx KpoOGomeueHull, Komopule
He KOHMPOMUPYIOMCsl 66edenuemM (paxmopos ceepmoiéanusi kposu. OOHAKO, paA3eUSUULIcsT MPoMOO3
Modicem nompedosams NPUMEHeHUsT AaHmumpomoomuyeckux cpeocms (awmuxoazynsinmos, BOIA no
ATX knaccuguxayuu). Ilpeonoumenue nado omoasams npenapamam KpamrKo8peMeHHo20 0eliCmeusl.
Kaowcowtii paz Heobxooumo aumaiuzupoéams COOMHOWIEHUE NONb3bl U PUCKA OM  NPUMEHEHUs

AHMUMPOMOOMUYECKUX CPEOCME (AHMUKOALYIAHMO8 U UHSUOUMOPO8 azpe2ayuu mpomMOOyumos).

7.7 O0y4yeHne NaMEHTOB M YJIEHOB UX CeMeH.

OOyueHue MalMEeHTOB M WIEHOB MX CeMell — HeoOXonuMMoe YCIOBHE OOECHeueHUs aJleKBaTHOU
MIOMOUIH TaKUM O0sIbHBIM. OOydyeHre HaYMHaeTCsl cpa3y MOocie YCTAaHOBJIEHUS 1MarHo3a v MpoBOAUTCS
Ha IIOCTOSIHHOW OCHOBE BpayaMHM M MEIULMHCKUMHU CECTpaMH LEHTpPA, B KOTOPOM HaOIHOIAeTCs

MaIMEHT.

O6y‘-ICHI/IC MNPOBOAUTCA HWHAWUBUAYAJIBHO IIpU IMOCCHICHHUHW HOCHTPA W B pPaMKaX MIIKOJIbI OOJIBHBIX

reMouiInen.

OcHOBHBIC HallpaBJICHUSA O0YUYEHUS MAIMEHTA U WICHOB €T0 CEMBH:
- 4TO TaKoe reMOouus;

- OCOOCGHHOCTH JIeTeH, OOJIbHBIX TeMOpUITUEH;

- HAaBBIKH OIICHKH COCTOSIHUS PEOCHKA;

- HAaBBIKM OILIEHKU CUMIITOMOB, XapaKTepa U TSHKECTH KPOBOTCUCHMUS;
- XpaHCHHE M MCTIOJIb30BaHUE (DAKTOPOB CBEPTHIBAHUS KPOBH;

- TIOKa3aHMS U J03bl 3aMECTUTEIHLHOMN Teparuu;

- HaBBIKH MPOBEACHUS MHPY3UHU B JOMAITHUX YCIOBHSIX;

- YXOJI 32 BEHaMHU;

- MPUMEHEHHE JPYTHX TeMOCTAaTUYECKUX CPE/ICTB;

- usnyeckast aKTHBHOCTH;

- TICUXOJIOTHYECKasl U COIMaJIbHAs aJarTalus;

- mpodeccroHaabHast OPUCHTAITHS;
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[Tomumo Bpaueit u MeacecTep K 00yUeHHUIO MAIMEHTOB U WICHOB UX CEMEW HEOOXOAMMO MPHUBJICKAThH
MEJUIIMHCKUX TICUXOJIOTOB, IOPUCTOB W WJIEHOB OOIIECTBEHHBIX OPTraHU3allMi, MPEICTaBIISIONIUX

MHTEPECHI OOJIbHBIX FeMO(IIHEH.
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Kpurepun oieHKH KayecTBa MeUIIUHCKOU MOMOLIH

YpoBeHb YpoBeHb
N2 Kputepumn kauecrBa AOCTOBEPHOCTN y6eanTtenbHoCTH
AOKa3aTeNnbCTB pekoMeHaaumm
1. MaumeHTy C noao3peHuMeM Ha remodbunuio nmbo c BepudUuMpoBaHHOM 5 C
reMmodunmen BbINOHEHbI 06WNI (KNMHWYECKUIA) aHanus3 KpoBU U nccnesoBaHue
YPOBHS TPOMBOLMTOB B KPOBU
2. MaumeHTay C nopo3peHMeM Ha remodunmio nmbo c  BepudUUMPOBaAHHOM 5 C
remopunnern BbINOSIHEHA KoarynorpamMma (OpUMEHTUPOBOYHOIO MCCNef0BaHUA
CUCTEMbI remocrtasa), BKJIOYatOLLas aKTUBMpPOBaHHOE YacTuyHoe
TpoMmbonnacTuHoBoe Bpems (AYTB), npoTpoMbuHoBoe Bpems (MB), TpoMbuHOBOE
Bpems (TB), koHueHTpauuio pmubpuHoreHa (no Knayccy)
3. MaumeHTy C reMopparv4yeckmm CUHAPOMOM W  YyAJMHEHHbIM AYTB npu 5 C
NnoAO3peHNN Ha reModuUInNIo BbINMOSIHEHO UCCeA0BaHMe KPOBU AN ANArHOCTUKMU
BPOXAEHHOro geduunta (PakTopoB CBepTbiBaHWSA, BK/OYaloWee ornpeneseHue
akTuBHOCTM dakTopa VIII B CbIBOPOTKE KpOBM, OMpeaesieHne aKTUBHOCTH
dakTopa IX B CbiBOPOTKE KPOBMU
4. MauneHTy c remodunmer npoeegeHa cneunduryeckas 3aMecTuTesibHas Tepanus 5 C

(bakTopaMu cBepTbIBAHUS KPOBU
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IIpunoxkenne A2. MeronoJiorusi pa3padoTku
KJINHUYECKHUX PeKOMEHIAIMHT

LeneBast aynnTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:
1. Bpauu-remaronoru
2. Bpauu-niequarpsl
3. Bpauu-tepaneBTbl
4. Bpauu-xupypru
5. Bpaun-cTtomaronoru
6. Bpaun-oToprHHOIAPUHTOJIOTH
7. Bpaun-TpaBMaToI0rH-OpPTOIIE b
MeTo/bl, HCTIOJIb30BAHHBIE /IJIs1 COOPa/ceJIeKIIMU 10KA3ATEJIbCTB:

ITouck Hy6HHKaHHﬁ B CICHHUAIM3UPOBAHHBIX IMMCPUOINYCCKHUX IICHATHBIX HW3JaHUAX C HMIIAKT-

dakropom > 0,3.
[Touck B AJIEKTPOHHBIX 0a3ax JaHHBIX.
ba3bl 1aHHBIX, HCIIOJIb30BAHHBIX /ISl COOpa/celieKIIMU 10KA3aTebCTB:

JlokazarenbHOU 0a30i JUIsi peKOMEHAAIUMN SIBIISIIOTCS] MyOJWKAIMKM, BOIIeAlmKre B 0a3bl JaHHBIX

PUBMED, MEDLINE, Kokpanosckoit 6ubanoreku. [Torck mpoBoauics Ha r1youny 6omee 20 Jer.
MeToabl, HCIIOJIb30BAHHBIE /ISl AHAJINW3A 10KA3aTeJIbCTB:

- O0630pbI MeTa-aHAJIN30B, PaHJAOMHU3MPOBAHHBIX MPOCHEKTUBHBIX KOHTPOIUPYEMBIX MEPEKPECTHBIX

KJIINHUYECKUX UCCIIEIOBaHUMN.

- O030pBI ONTyOIMKOBAHHBIX UCCIIEIOBAHUN CITy4al-KOHTPOIb UM KOTOPTHBIX UCCIEIOBAHUMN.
- Cucremarnueckue 0030psl ¢ TAOIMLAMU JOKA3aTENbCTB.

MeToabl, HCTIOJIL30BAHHbIE 1JI1 KA4€CTBA M CHJIbI I0Ka3aTeJIbCTB:

- KoHcencyc 3xcnepros;

- OneHka 3HAUUMOCTH JIOKA3aTEIbCTB B COOTBETCTBHHM C PEHUTHHTOBOM CHUCTEMOWM YOEIUTETHbHOCTH

JTOKA3aTesIbCTB (MpuiIoKeHue 1).

MetonoJsiorusi pa3padoTKu peKoMeHIalmii:
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HpI/I 0T6ope HY6J'II/IKaIII/H>'I, KaKk IOTCHLHAJIBHBIX HMCTOYHUKOB A0Ka3aTCJIbCTB, HCIIOJIBb30BaHHAas B
KaXKJI0M HMCCICAJOBAHMHN MCTOAOJIOIUA OOJKHA OBITH n3ydycHa i TOTO, YTOOBI Y6CI[I/ITBC}I B
COOTBCTCTBHH C€C IIPHUHLOUIIAM I[OKaBaTGJIBHOI\/’I MCAULMHBI. PGBYHBTaT HU3YydYCHUS BIMUACT HAa YPOBCHD
JOKa3aTrCJIbHOCTH, HpHCBaHBaeMBIﬁ HY6J'II/IK8.LII/II/I, YTO B CBOIO OUCPEAb BIMACT HAa CHUIY BBITCKAIOIIHUX

N3 HCC pCKOMeHHaHHﬁ.

MeTtononoruyeckoe u3zydeHue (GOKYyCHpPYeTCsl Ha OCOOCHHOCTSX Au3ailHa MCCIEIOBAHMS, KOTOpHIC

OKa3bIBaJIM CYHICCTBCHHOC BJIMAHNC HAa KAYCCTBO PE3YJIbTATOB 1 BHIBOJOB.

C OECJIbO MCKIIFOYCHHSA BIIMSHUSA Cy6’BeKTI/IBHLIX (baKTOpOB KaXXJ0€ HCCIICA0OBAaHUC OLICHUBACTCA, KAaK
MHUHHUMYM, JBYM:A HC3aBUCHMbLIMHU YJIICHAMHW aBTOPCKOI'O KOJIJICKTHBA. Paznuuus B OLICHKC

O6CY)KI[3.}OTC$I Ha COBCHIaHUAX pa60qe1‘/’1 I'PpYIIbI aBTOPCKOI'O KOJUICKTHBA JaHHBIX pCKOMeHI[aHI/II\/JI.

Ha ocHoBanmm aHanm3a JOKa3aTeNbCTB pa3paOOTaHbl pa3Aeiibl KIMHHUYECKHX PEKOMEHAAIUN C
OLICHKOM CHJIBI B COOTBETCTBUM C PEUTUHIOBOM CUCTEMOM Tpajallui JOKA3aTeIIbHOCTH PEKOMEHIANI

(mpuioxkeHue 2).
MeToabl, HCTIOJIL30BAHHbIE 1JI5 (DOPMYTHPOBAHUS PEKOMEH AL
- Koncencyc skcnepros.

- OueHka 3HAYUMOCTH PEKOMEHJAIMA B COOTBETCTBUM C PEUTUHTOBOM CHUCTEMOW Tpajarui

JI0Ka3aTeIbHOCTH PEKOMEHIAITUH.

MeTonoJi0r1si BAJIUWAU3ANMUA PEKOMEH AN
Memooul sanuduzayuu pexomeHoayuiL:

- BHemHss sxcnepTHas OLEHKA.

- BHyTpeHHsIs1 aKcriepTHas OlleHKa.

Onucanue MemoouKu 8aiuoU3aAYUU peKoMeHOayuil:

Pexomennanuu B mpenBapuTEbHOM BEPCUM PELEH3UPYIOTCS HE3aBUCUMBIMM JKCIIEPTaAMHU, KOTOPBIX
MPOCIAT TMPOKOMMEHTHUPOBATh, HACKOJIBKO KAaueCTBEHHO WMHTEPIPETUPOBAHBI JOKA3aTEIbCTBA W
pa3paboTaHbl pekomMeHAanuu. Takke MNPOBOAUTCA OSKCIEpTHAs OLEHKA CTWIS  U3JI0KEHUs

pCKOMeHIIaI_II/Iﬁ " UX JOCTYITHOCTH JISI IOHUMAHUA.

[IpenBapuTenbHble BEPCHUU PEKOMEHAAIMN TMPEACTABISIIOTCA IS  OOCYKACHHMS Ha HayYHBIX
reMaToJIOrHuecKnX KoHpepeHuusx HarproHanbHOrO reMaTroloTHYecKoro oO0IIecTBa W 3aceHaHUsAX
[Ipodgunbuoii komuccum mno I'emartonoruu, PaGoueit rpynmbel 1o pa3paboTke KIMHUYECKUX
pexoMeHanuii [ eMaToIorn4eckoro Hay4YHOTrO IIEHTpA, BEAYIIMMU CHEIHAIMCTaMH TPO(UIBHBIX

®enepanpHbIX HEHTPOB PD 1 mpakTHueCKMMH Bpauamu.

N3yyaroTcss KOMMEHTapUH CO CTOPOHBI Bpauei-reMaTojoroB aMOyaIaTOpHOTO U CTAIllMOHAPHOTO 3TANOB

B OTHOLIEHWM JOXOMYMBOCTH M HX OLIEHKH Ba)KHOCTH PEKOMEHJAIMK Kak Pabodero MHCTPYMEHTA
PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHnumeep - https://meduniver.com/



MTOBCEHEBHOM MTPAKTUKH.

3amedyaHusi WU KOMMEHTApWHU, IIOJYyYECHHBIC OT OKCIEPTOB, TIIATEIBHO CHUCTEMATU3UPYIOTCS U
00CYXIar0TCsl aBTOPCKUM KOJIIEKTHBOM. [Ipm HEOOXOAWMOCTH MPOBOAMTCS BHECCHHE M3MCHCHHH M

JIOTIOJTHEHUM B TEKCT PEKOMEHIALIH.
OxoHuaTeJbHASA PeIaAKIHS:

I[J'ISI OKOHYATEJIbHOMN pe€aakKuM M KOHTPOJII KadCCTBa PCKOMCHAAIWH ITOBTOPHO AHAJIU3UPYIOTCA
YJICHAMH aBTOPCKOT'O KOJUICKTHUBA, IS IMOATBCPIKACHUA TOr0o, 4TO BCC CYIICCTBCHHLIC 3aMCUYAHUA H
KOMMCHTAPHM SKCIICPTOB IPUHATHI BO BHUMAHHUC, PUCK CHUCTCMATHYCCKHX [01115(0) S npu pa3pa60TI<e

CBCIACH K MUHHUMYMY.

OxoHuatenbHasi peNakiys KIMHUYECKUX PEKOMEHJAlUA pacCMaTpUBAIOTCS M YTBEPXKAAIOTCS Ha
3acenanuu [IpodunbHoit komuccun o I'emaronoruu, Paboueit rpymnmbl mo pa3paboTke KIMHUYECKUX
pexoMeHaanuii ['emMaronoruyeckoro HayyHOro IIEHTpa, W B 3aKIIOUYEHUHM, Ha KOHrpecce (chesne,

IJICHYME) HAllMOHAJIBHOTO T€MATOJIOTUYECKOTO OOIIECTRA.

Tabomuma A2.1. Illkana oneHKW YpoBHEW JOCTOBEpPHOCTH aokazarenbcTB (YII) st meTonoB

JUAarHoCTHUKH (III/IaI‘HOCTI/I'-IGCKI/IX BMCIH&TGJ'IBCTB)

yaa PacwundpoBka

1 CuctemaTnyeckme 0630pbl UCCNeAOBaHWI C  KOHTponeM pedepeHCHbIM MeTOAOM WM  CUCTeMaTuyeckuii  0630p
paHAOMU3MPOBAHHbBIX KJIMHUYECKUX UCCef0BaHNN C NPUMEHEHMEM MeTa-aHanum3a

2 OTpenbHble MccnenoBaHust C KOHTpOJ1IEM DECDGPEHCHI:IM METOA0M WUNN OTAENIbHbIE PAaHAOMU3UNPOBAHHBLIE KJIMHUYECKNE
nccnenoBaHunda nM cucrteMmatTunyeckue 0630pb| nccnegoBaHmin noboro An3anHa, 3a WUCKKYeHMEM pPaHAOMU3UPOBAHHDbIX
KIMMHUYEeCKNUX nccnegoBsaHunn, ¢ npuMeHeHnMeM MeTa-aHalimisa

3 WccnenoBaHns 6e3 nocnenoBaTenbHOr0 KOHTPOs pedepeHCHbIM METOAOM WM UCCNefoBaHUs C pedepeHCHbIM METOAO0M,
He SIBASOLWMMCA HE3aBUCUMbIM OT MCCNEeAyeMOro MeToAa WM HEPAHAOMU3UPOBAHHbIE CPAaBHUTE/IbHbIE UCC/IEA0BAHNS, B
TOM UYMCIIe KOTOPTHbIE UCC/IeA0BaHUS

4 HecpaBHUTENbHbIE NCCNEAOBAaHUSA, ONMCAHUE KJIMHUYECKOro Cly4vas

5 NmeeTcs nuwb 060CHOBaHWE MexaHM3Ma AEeNCTBUS UIU MHEHne SKCnepToB

Tabomuma A2.2. Illkana oneHKW ypoBHEW J0CTOBEpHOCTH aokazarenbcTB (YI) st meTonoB
NpoUIaKTUKH, Je4eHus MU peadunurtanuu (nIpouiIakTUYECKUX, Je4eOHbIX, pPeadMIMTALIMOHHBIX

BMEIIIATEIIbCTB)

yan PacwuundpoBka

1 CuctemaTtnyeckuii o63op PKW ¢ npumeHeHnem MeTa-aHanusa

2 OTpenbHble PKU 1 cuctematmdeckme o0630pbl nccnenoBaHuii noboro aAmsarnHa, 3a uckntoveHmeMm PKU, ¢ npuMeHeHuem
MeTa-aHanmnsa

3 HepaHAOMU3NPOBaHHbIE CPABHUTENbHbIE UCCNEA0BAHUS, B T.4. KOrOPTHbIE UCCIEA0BAHUS

4 HecpaBHWTENbHbIE WCC/IEA0BAHWUS, OMUCAHWE KJIMHMYECKOro Ccflydas WM Cepuu C/y4YaeB, WUCCNEefoBaHMsa «Cry4dai-
KOHTPO/b»

5 NMeeTca nuwb 060CHOBaHME MexaHW3Ma [eNCTBMA BMeLWaTenbCcTBa (AOKAMHUYECKME WCCNEeAoBaHUs) WAM MHeHue
3KCMnepToB

Tabauua A2.3. Illkama omnenku ypoBHeHW yOenutenbHOCTH pekomeHmanmii (YYP) mis mertomos
NpOGUIAKTUKY, IHZkSREHABEaHE R denidD SEHSEHIN CaNPD MERYHITSEE T httJEMHEGLANRS b/



Je4eOHBIX, peaOUIUTAIIMOHHBIX BMEIIATEIHCTB)

YyP PacwuundpoBka

A CunbHasi pekoMeHaauusi (Bce paccMaTpuBaeMble KpuUTepumn 3PdOEKTUBHOCTU (MCXOAbl) SBASKOTCS BaXHbIMK, BCE
NCCe0BaHUS MMEKT BbICOKOE WM YLOBNETBOPUTENIbHOE METOAO0SIOMMYECKOe KauyecTBO, MX BbIBOAbI MO MHTEPECYHOLMM
ncxondam SIBMAOTCS COracoBaHHbIMM)

B YcnoBHasa pekomeHzauusa (He BCce paccMaTpuBaeMble KpUTEpUM 3MEKTUBHOCTU (MCXOAbl) ABMAIOTCS BaXHbIMU, He BCe
NUCCNefoBaHUa MMEKT BbICOKOE WU yAOBNETBOPUTENIbHOE METOAO0/IOMMYEecKoe KauvecTBO W/WUAM  WUX  BbIBOAbI MO
MHTEPECYIOLMM NUCXOAaM He SIBAIAIOTCS COrSTaCOBaHHbIMMU)

C Cnabas peKomMeHgauuna (OTCYTCTBVIe AOKa3aTeNbCTB HagJieXawero KadecrtBa (BCE paccMaTpmnBaeMble KpUTeEPpUN
BdJCbeKTMBHOCTM (VICXO,CI,I:I) ABNAKTCA HEBaAXHbIMU, BCE UCCNEAOBAHUA MMEKT HU3KOE METOAOJZIONMYECKOE KayecCcTBO U UX
BbIBOAbl MO MHTEPECYOLWNMM NCXO0A4aM HE ABAAKTCA COFJ'IaCOBaHHbIMVI)

I[Mopsiiok 00HOBJICHUSI KIMHUYECKUX PEKOMEH AU .

MexaHu3Mm OOHOBIIGHHUS KIMHMUYECKUX PEKOMEHJAIMN TpelycMaTpuBaeT HUX CHCTEMAaTHYECKYIO
aKTyalM3alio — HE peXe 4YeM OAWH pa3 B TPU T0/a,a TAKXKE MPHU TMOSBICHUU HOBBIX JAHHBIX C
NO3UIIMM JI0KA3aTeJIbHONM MEIUIMHBI [0 BONPOCAaM JHWAarHOCTUKH, JIEUEHHUs, NPOPHUIAKTUKUA U
peadmIuTaly KOHKPETHBIX 3a00J€BaHUM, HATMYUU O0OOCHOBAHHBIX JIOMOJHEHUI/3aMeuaHuil K paHee

yTBepxkAEHHBIM KP, HO He yamie 1 pa3za B 6 mecsues.
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IIpunoxkenune A3. CnpaBo4yHbIe MaTePHAJILI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO0O0B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO npenapara

Hpunoxenue A3.1. Pekomenayemasi akTHBHOCTL (paKTOpa H
NMPOAOJIKUTEJIbHOCTh TEPANMH NP PA3JIUYHbIX BUAAX KPOBOTECYECHHUH

[Nemodnmma A [emodumuz B
[lenepan JTHTEIEHOCTE Ileneras JmHTeIEHOCTE
Bra kpopoTedcHHA AKTHEHOCTE TIedeHHd, (IHH) AKTHEHOCTE TedeHHd, (IHH)
thaxTopa VIII, thaxTopa IX, (%)
%)
I'emaprpoz 40 - ad 1 -2 u bomee 40 - ad 1 -2 u boxee
f‘i::;‘oﬁeme 40 - 60 2~ 3 u Gomee 40 - 60 2 -3 m Boxee
Ja0OpromHEHAT reMaToMa
HAYATEHAT 80— 100 2-3 B0 — 100 1-2
oI IcpAHEAR AT 30 - 60 3 — 5 u boaee 30 - 60 3 — 5 5 boxee
BavrpHuepenHoe KpOBOHITHAHHE
HAYATEHAT 80—100 1-7 60— 80 1-7
OIS PAHEANIIAT 50 B-21 -4 -21
Kporouznuaune B e M ropio
HAYaTbHAA 80 —100 1-7 60— 80 1-7
OIS P KHEAOIIAT 50 8-14 -40 8§-14
AKT gporoTegcHEe
Ha9aIbHAg 80— 100 1-3 60— 80 1-3
MO IePAHEARIIAT 50 4-14 30-40 4-14
[logeanoe - -
KpOEOTEdeHHE 20-30 3-5 20-30 3-5
OnepatHeHOE Te9eHHE
npeJonepalHOHHAT 80— 100 1 60— 80 1
nocIeonepalHOHHAA 40 - 60 37-14 30-50 37-14
KporoTedenne H3 CIH3HCTEIX MOIOCTH PTa
HAYATEHAT 60— 80 1 50-70 1
IOAJePAHEA0IIAT 50 1 —3 = boxee 30 1- 3 = boxee
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Ipuioxenue b. AJropurmsl aAeiicTBUI Bpadya

NaumeHT ¢ BEPHBULMPOBAHHEIM
MHArHO30M FeModunMA

|

3aMecTUTENLHAR TEPANUA KOHUBHTDATAMK
FVI#FIX"™, nauueHTam ¢ TRXENOA thopMoi
remMouNEM A BOIMONHO HA4AN0 TEpanHH
IMMUMIyMaton

Bonee 4 an3onoe
KPOBOTEHEHWA B TOA NPH TEPaNnAW

A= KOHLEeHTRATaMA FVII®#FIX

|

TPOEMNAKTHHECKIMA PEXMM BEEOSHUA
3aMECTUTENSHOR TEPANMM KOMUEHTDATaMM
FWIII=/#F 1" 1 HasHaqeHue
IMHUM3yMaia®t LnA NAUWEHTOR C TRMEN0A
hopmoi remotuarK A

EcTb unruburop k FVIILFLX
Da Het

OuHamuueckos HAGM0NEHHEKOPDEKLMA

Het

}

3aMecTUTENEHAR TEPANWA KOHUEHTPATAMM
FVIIF*/#FIX** no (haKkTy KpoBOTE4EHMA

WHTiTepania Npenaparamy WyHTHPYIOwWero [PEKMMA W 03 BBEOEHWA KOHUSHTRATOB
OBACTBHA FVIIT#FIX™", Tépann CONyCTBYIOWERA
naTonormM

EcTs OTBET HA TEpanKIo yepes 12 mecAues

CMeHa WyHTHPYIOWETD NpenapaTa/Bbicokne
MpoaonsmTs Tepanwio MMT/npenaparams 036 KOHUEHTpaTos FVII*MFIX"™ no daxTy

WHTHEYIOWETD NeRCTEHA KPOBOTEYEHMA MNA TEPANKA IMALKIYMatoum*
ANA NAUKWEHTOR C remodunmei A

[OCTHNHYTa MMMYHHARA TONBPAHTHOCTE

MpodvnakTvka KosueHTpaTamm FyII#FxX** Tepanwa NpenapaTami LWyHTUDYOWENs
WA TEPANKA IMALMTYMa0toM™" ANA NAUMEHTOS C NBACTBMA KM IMKUAIyMaton™ 0NA NALMEHTOB
remMomnned A € remodrnien A
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Ipuiaoxenue B. UHpopmanusa 1Jis manmueHTa

IIpuioxkenue B.1 O0pa3en npoTrokoJia npoBeeHUs 3aMeCTUTEIbHOM /
reMoOCTaTH4YeCKOM Tepanuu (paKTOPaMM CBEPTHIBAHUS KPOBH B JOMAIIIHUX
YCJIOBHAX

MMPOTOKOJI

3aMeCTHTEIbHOI / reMoCcTaTHYeCKOM TEpalnu (l)aKTOPaMI/I CBCPThIBaAHUA KPOBH

3a 202 roma
®.1.0. 60abHOTO Bec (kr)
[ara poxnenus Tea. JAnarno3
Ne nokasaHus TMN KpoBoTeueHus | [arta HaumeHoBaHue | AO33 KnuHunueckmii
n\n &';ggg’retae':':'e")""/ (ecnn npMMeHNMO) BBeAeHMs | npenapaTa a;laienapa'ra, acdekr
1.
2.
3.
4.
nara MOJMKCH NAlMEHTA

OpHUEeHTHPOBOYHBIE J103bI, HEOOXOAUMBIE ISl BBEACHMUS:

kpoBom3nusiHUE B cycTaB: 20-40 ME/kr macchl Tena

remaroma Msrkux tkanei: 20-40 ME/kr maccol Tena

remarypus (kpoBb B Moue): 10-15 ME/kr maccer Tena

KPOBOTEUYEHHUE U3 CIM3UCTHIX (HOCOBOE, AecHEBOE, TyHOouKoBOE): 20-30 ME/kr Macchl Tena
3a0prommHHas remaroma: 40-50 ME/kr maccol Tena (HeMeaJIeHHO O0paTuThes K Bpady)
kumegHoe kpooteueHue: 60-80 ME/kr macchl Tena (HEMEIICHHO 0OPaTUTHCS K Bpavy)
BHMMAHMUE!

BBoauth (hakTophl CBEpTHIBAHUS KPOBU HEOOXOAMMO B CAMOM Hayasie KpOBOM3IUSHUS!

JIns KOHCyJIbTaluii 3BOHUTH 110 TEI.
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Ipunoxenue B.2 Odpaszen HuHPOPMUPOBAHHOIO COIVIACHS 00JILHOIO HA
MPOBeACHHE JOMAIIHEro Je4YeHus

NHO®OPMHUPOBAHHOE COIVTTACUE BOJIBHOI'O HA TMPOBEJIEHHME JOMAIIHEI'O
JIEUEHUA

A,

A cornaceH, 4To MOE y4acTHE B IpOrpamMMe JIOMAIITHEro JICUCHUS HAKJIAIbIBACT HA MCHS CIICTYIOIIHEC
00S13aHHOCTH:

MIPOXOJIUTH BCE HEOOXOANMBIE JJabopaTopHble 00CIETI0BaHNUS;
JIe4eHHEe MPOBOJIUTH CTPOTO M0 PEKOMEHAAIINY Bpaya;
€KEeMECSYHO 3arOIHATh U C/IaBaTh MIPOTOKOJIBI BBEJIEHUS (DAKTOPOB CBEPTHIBAHUS KPOBH;

B CJIy4aC HACTYIUICHHA OCJIOKHEHUM WU OTCYTCTBUS KIIMHUYCCKOI'O 3(1)(1)6KT21 HEMCIJICHHO

oOpamiarecs B_*

B ciydyae HeBbINONHEHUS MOMX OO0s3aHHOCTEW, BpaueOHBIX pEeKOMEHAAalMi Win o0ciaeoBaHUi Moe

ydacTue B Iporpamme JOMaIIHEro JiedeHusl Oy/IeT MpeKpaIieHo.
Jara MTOANKUCH MMAMEeHTA

* Ha3BaHMWE MEIUIIMHCKOW OpraHu3aIuy, ee aapec u TenedoH.

Hpunoxenue B.3 O0pa3zen uHPOPMUPOBAHHOIO COIVIACHUS POAUTEICH
(3aKOHHBIX MpeAcTaBUTe/Ie) pe0eHKAa HA IIPOBeIeHUE IOMANIHEr0 JIeUeHH s

WH®OPMUPOBAHHOE COITIACHUE POJIUTEJIEN (3AKOHHBIX IPEJICTABUTEJIEN)
PEBEHKA HA IPOBEAEHUE JTOMAIIHEI'O JIEYEHUSA

A,

(®.1.0. momHOCTHIO, CTENIEHb POJICTBA HIIH CTATYC)

COIIaCCH Ha y4aCTUC MOCTO pe6eHKa

B MpoTrpaMMe JIOMaIIHero JiedeHus. O BO3MOXKHBIX HE)KEIATeIbHBIX SBICHHUIX U PE3yIbTaTax JCUCHUS
npenynpexaeH (a). O HeoOXoguMoCTH coOmtonath rpaduk HaOMOACHUS U J1abOpaTOPHBIX

oOcrenoBaHui MpeTynpeskaeH (a).

S UMer0 BO3MOKHOCTh BBOJAUTD ATOT nmpemapar 1mo MeCTy JXUTCJIbCTBA U O3HAKOMIJICH (a) C IIpaBUJIaMHA

ero BBeneHus. S nHpopMupoBaH (a) 0 HEOOXOIUMOCTH:
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MIPOBOJIUTH peOECHKY CBOCBPEMEHHO BCE HEOOXOIUMBIC JJa00paTOPHBIC 00CIICTIOBAHHUS;
JIYCHHE TTPOBOIAUTH CTPOTO 10 PEKOMEH AN Bpaya;
©KEeMECSYHO 3aIOJIHATh U CJIaBaTh MPOTOKOJIBI BBEICHUS TIPEIIapaToB;

B ClIyda€ HaACTYIIJICHUA OCJIO)KHECHUM WJIH OTCYTCTBUA KIIMHHUYCCKOI'O 3(1)(1)€KT3 HEMCIJICHHO

oOpamarbes B_*

B crnydyae HEBBIIONHEHHST MOHMX OOSI3aHHOCTEH, BpadyeOHBIX PEKOMEHAAIMN WM OO0CJIeI0BaHUI

ydacTue MOero pedeHka B IporpaMmMe JOMAIIHETO JIedeHUsl OyIeT MpeKpalleHo.
nara HOJIUCH NAIMEHTA

* Ha3BaHME MEIMIIMHCKON OpraHu3aIluy, €€ aJipec U TeledoH.

IIpuioxkenue B.4 Ilacnopt nanuenta ¢ remoduanei

IMACHOPT BOJIBHOT'O TEMO®WJINEN

Biagenenn 1maHHOro JOKyMEHTa CTPajacT ITIOHMIKEHHOM CBEPTHIBAEMOCTBIO KPOBH, IIOJIy4aeT
BHYTPUBEHHbIE UHBEKIMHU aHTUTEMOPMIbHBIMU TIpenaparaMu. [Ipu HEM MOryT OBITH J€KapCTBEHHBIE

npernaparsel U CPCACTBA IJII UX BHYTPUBCHHOI'O BBECACHUA.
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Fammana Tuno remodnInE ¥Ypoeeras dakTopa:
L o}
o Hrum
All B[] FVII  FIX
T
OraecTec | | | |
o
Tara pozemmn Haxsuse mareteTopa I:l BE
Ter Boaezae Bennedpanga:
Tese.azpec Fvin [ Joo vWF [ o
I'pymna kxposs |:| Pezve-daxTop |:|
MIL
Brunas B 3KCTPEHHBIX CHTVAIITHAX:
HJeficTERTRNRE D0 — ofecneiume EHYTPHESHHYED HEESEITHNY
Bpa= ( ) AHRUZEMOQILTEHEIE FESHIPIOE
s — 0
—  ofecneNUME HPTHCHOPIUP OSKY g SN anues
N - CHEYUATUIUPOEARKOS MESUYUHERDE Yupercdenue
—  HOIEOMURTE FO MEL | J
Mpocuw soex oRaTsIEIME Heoteoduos codeticmas! din oot edupuscroll Kouey TR
Tanmenram ¢ remodEIEe# B GonsHERD
Branebpanza [IPOTHBOIIOKAIAHD:
- armHpEHE
—  EEYTDHMBIIISSTNEIS EORSRITHMH
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Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KIMHUYCCKUX
pPeKOMEeHIalusAX
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