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Xupyprusi. Kypaan umenun H.W. TTuporosa
2024, Ne3, BoITycK 2, ¢. 3—20
https://doi.org/10.17116/hirurgia20240323

CnmcokcokpauieHui

ANKK — aHTUMHTUOUTOPHBIN KOATYJISTHTHBIN KOMILIEKC
AUYTB — akTuBMpOBaHHOE YaCTUYHOE TPOMOOILIACTH-
HOBOE BpeMsl

BTBO — BeHO3HBIE TPOMOOIMOOTNYECKIE OCIIOKHEHNS
I'A — remopunusa A

JAAT — nBoiiHast aHTUarperaHTHas Tepanus
JABC-cuHAPOM — CUHIPOM IUCCEMUHUPOBAHHOTO BHYT-
PUCOCYIMCTOTO CBEPThIBAHUS

ul’A — uHrubutopHas remouaus A

JITTY — neyeOHO-TpodUIaKTUIECKOE YIpEXKIeHNE
MAAT — MoHOaHTHarperaHTHasi Teparus

BBenenne

Onepaluy 1 MHBa3UBHBIE IPOLICAYPbI IIPEICTABIISIOT
0COOBII pUCK IS MALIMEHTOB ¢ reModuareii. OnHako 3Tu
MPOLIEAYPHI MOTYT OBITH O€30MACHO BHITIOJTHEHBI TPY 00eC-
MEeYEHUH TIIATeIbHOIO MPenonepaliiOHHOrO IJIaHUPOBa-
HMSI, HaJIeKalllero reMocTasa, a Takke ONTUMAaTbHOTO TTOC-
JIeoTepaliOHHOTO BOCCTAaHOBJIEHUS U peadbunutauuu [1].

B Hacrosiee Bpemst B Poccumn amuiimsymad og00-
PEH B KaueCTBE TePareBTUYCCKOM OILIMU ISl TTallMeH -
TOB C UHTUOUTOPHOIM, TSKEJIOM HEMHTMOUTOPHOM (hop-
MOIi U cpenHeii opMoii reModuInu A ¢ TSKEIbIM (DeHO-
turomM kpoBoteueHuii. C 2021 r. mpemnapar cTa I1UpoKo
JIOCTYIEH BpayaM U NallMeHTaM 0Jiarofapst BKIIOUEHUIO
B [IporpaMMy BbICOKO3aTpaTHBIX HO30JIOTUIA.
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HITBC — HecTeponmHbIe MPOTUBOBOCTIAIIUTEIIEHBIC CPEI-
CTBa

OLK — 00beM HUPKYJINPYIONIE KPOBU

ITOAK — mipsiMble OpajbHbIe aHTUKOATYJISTHTHI

TM1LJI — npenapaThl ITYHTUPYIOLLIETO ASHCTBUS

TMA — tpoMOboTHUECKasI MUKPOAHTMOMATUSI

IBK — cucTeMbl LIEHTPaJbHOIO BEHO3HOTO 10CTYyIIa
FVIII — dakrop cBeptbiBaHust Kposu VIII

rFVIla — anrakor anxbda (aKTUBUPOBAHHBI)

WFH — BcemupHnast peaepauus remopuinu

DMUIM3yMad nMeeT MOJICKYISIPHYIO CTPYKTYPY, OT-
JIMIHYIO OT APYTUX MPerapaToB, IPUMEHSIEMbIX paHee
npu remoduann A. B ¢BSI31 ¢ 3TMM BOTIPOCHI OKa3a-
HUS XUPYPTUICCKON MOMOIIM MaeHTaM, TTOJTydaro-
1M BMULIU3YMa0, CTAaHOBSTCI KpallHE aKTyaJlbHbIMU
IIJIsI Bpadeli TeMaToJIOTOB M XUPYPTOB, OKAa3bIBAIOIIINX
TIOMOIIIb MAIIMeHTaM C TeMO(DUITHEIA.

I'pynrioi skcnepToB ObLIU pa3padboTaHbl METOIUYEC-
CKME PEeKOMEHIAlUU, 11€JIbI0 KOTOPbIX SIBSIETCS YIPO-
CTUTH TIPUHSITUC PEIICHUS TIPU MPOBEACHUN XUPYPIH-
YeCKMX BMEIIaTeIbCTB ¥ MHBA3UBHBIX MAaHUITYJISIIAI
y TIAIIMEHTOB ¢ TeMOGIINEe A, TIOTyJaroIInX Mpodhu-
JIAKTUYECKYIO TEPAITHIO SMUIIA3YMaOOM.



MeTtoanueckme PEKOMEHAaUNN

I'naBa 1. MeToa0J10rusi 1 MATEPHAJIbI

1.1. MeTOAOAOTUSI U MaTEPUAADI

JIuTepaTypHBIif TIOUCK TI0 KITIOUEBBIM clioBaM «he-
mophilia», «emicizumab» 1 «surgery» B 6aze PubMed
n GoogleAcademia 0BT MPOBEAEH W BBIIBUAI 554 11y-
OJIMKAIMK, KOTOPhIe BKITIOYAIN B Ce0sT peKOMEHIAIINHN
10 BEACHMIO TIALIMEHTOB, PE3YIBTAThl KITMHUYECKUX MC-
CJIeIOBaHUI, OITMCAHNST KIIMHIIECKUX HAOTIOMEHMIA 1 Ce-
puit KIMHUIECKUX cTy4daeB. JlOMMOJTHUTEIBHBIN TTOUCK
OCYIIECTBIICH B MOCTEPHBIX TOKJIANAX, IPEACTaBICHHBIX
Ha KoHTpeccax American Society of Haematology, Inter-
national Society on Thrombosis and Haemostasis u Euro-
pean Association for Haemophilia and Allied Disorders.
Ilocne ucknouyeHus nyoaukKauuii, yoJIupyOIImnx NH-
dopmanmio, 100 He comepKaluX MH(GOPMAIIIIO O pe-
3yJIbTaTax MPOBEICHUS XUPYPTUICCKUX BMEIIIATECIHCTB
y MMallMeHTOB, MOJIYJYaIOIINX SMUIIN3YyMa0, (DMHATBHO
oToOpaHkbI 55 myOIMKaLuii.

Ha ocHoBaHMM TTOJTy4eHHBIX TAHHBIX TPYIIIIOI aBTO-
poB ObUIM pa3paboTaHbl TJ1aBbl peKoMeHaauuii. [locie
TTOJTYYEHMST KOMMEHTapHEB OT MPAKTUKYIOIINX Bpauei,
OILICHKM JOCTYITHOCTY TMTOHMMaHUS W BaXXHOCTH PEKO-
MEHIAIIWI 71T TOBCETHEBHOM MTPAKTUKH, OKOHYATEIIb-
Hasi BEPCUSI METOAMYECKUX peKOMEH ALt ObLi1a OLleHe -
Ha 110 5-0a/UTbHOI LIKaje: 5 — CTPOro peKoOMeHI0BaHO,
4 — peKOMEHIOBAaHO, 3 — COMHUTEIbHAS PEKOMEHIa-
s, 2 — He peKOMEHIIOBaHO, | — CTpOro He peKOMEH-
noaHo. B ciryuae, eciiu 80% u 6oJiee aBTOPOB CTPOTO CO-
TJIACHBI WJIA COTJIACHBI C pEKOMEHIALIMEH, OHA CUMTACT-

csI IPUHSITOM U BKITIOYAeTCS B (DMHAIBHYIO PEIaKIIIIO
nokyMeHTa. PUHaAIbHAS peaaKins ObLIa IIpeacTaBIcHA
Ha COBeTe 3KCITePTOB M YTBEPKICHA Pe30ITIOIIMEl COBETA.

1.2. AktyaAusaums

Ha HacTosimiit MOMEHT B paMKaX KITMHUIECKUX UC-
caemoBanuii HAVEN 1—4, STASEY u ATHN7 cymmapHO
IMpoBeaeHO 332 MaIbIX XUPYPTUUECKUX BMeIIaTeIbCTBA
(cTomaToIOTMUeCKHe, SHIOCKOIImIecKue, yaaneHne [IBK
M T.11.) 1 38 OOJIBIINX XUPYPTUICCKIX BMEIIATEIHCTB (0Op-
TOIIeIUYECKHE OTiepallni, a0JOMUHAIbHBIC OIIePAIINH,
anmeHadKToMus U T.14.) [2—4]. KpoMe Toro, HaiineHbI
OIMMCaHNS KIMHUYECKUX cirydaeB 173 Mabix 1 72 60Ib-
X XUPYPTUUECKUX BMEIIaTeIbCTB, BKITIOYAsi OMUH CITy-
yaii CTEHTUPOBaHUSI KOPOHAPHBIX cocynoB [5—135]. Ta-
KM 00pa3oM, B HACTOSIIIINIT MOMEHT HaliZicHa OITyOJIH-
KoBaHHag nHGopmanusg o 505 maneix u 110 60abImmx
OITepaTUBHBIX BMEIIATEIHLCTBAX Y TAIIMEHTOB C TeMO(pu-
Juei A, nonydaromumx sMuausymad. B Poccun Ha mo-
MEHT HallMCaHUS HACTOSIIINX PEKOMEHIAIINI ITPOBEICHO
109 mabix 1 46 GOJIBILINMX XUPYPrUYECKUX BMEILIATEILCTB,
B TOM 4HKcCIIe 14 OOIBIIMX BMEIIATEILCTB HE OPTOITCI-
YeCKOTo TPODIIIS.

CylecTBYIOIINE B IPYTUX CTpaHAX PeKOMEHIAIINN
1 HAKOIUICHHBIN OTIBIT TTO3BOJISTIOT C(POPMUPOBATH Me-
TOOMYECKIE PEKOMEHAAIINN OKa3aHMSI XUPYPIUIeCKO
ITOMOIIY TTAIeHTaM, TTOJIyJaloIIuM SMUIIN3yMa0.

Inasa 2. Knaccudgukauys onepanuii B COOTBETCTBHM C PUCKOM KPOBOTEYEHHiA

— PGKOMGH,Z[YCTCH IIPOBOAUTDH OUCHKY PUCKaA pa3BUTHUA
MHTpa- 1 IMOCJICONECpatMOHHOTO KPOBOTCUCHUM A JIA
IIPUHATHUSA PCIIECHUA O HEOOXOIUMOCTU I/I/I/UII/I OIIpe-

JIeJICHUsST He0OXOIMMOTO 00beMa reMOCTaTUYEeCKOM
Tepanuu (cM. Tadu.1).

I'naBa 3. O0masa noAroToBKAa K ONepaTUBHLIM BMeIIATEIbCTBAM
1 aHeCTe3UO0JI0THIECKOoe ocodue

3.1. O6was nucopmauns

— OtMeHa, I3MEeHeHME J03bl WIN TpadrKa BBEACHMS
SMULIM3YyMa0a mepe TPoBeIeHUEM XUPYPTUISCKOTO
BMEIIIaTeILCTBA HE TPEOYETCST HE3aBUCUMO OT pHUCKa
roceorepalluOHHOTO KpoBoTeueHud [15, 17, 18];

— HeobxommMo o1IeHUTh PUCK TTOCICONEePAIHOHHOTO
KPOBOTEUEHUSI TIepe] TPOBEIEHUEM OTePATUBHBIX
BMeEILIATEILCTB JUISl IPUHSTUS peLIeHUsSI 00 0ObeMe
TeMOCTaTUIEeCKOM Teparuu (CM. TJIaBy 2);

— Oco0ble MephI IIPEAOCTOPOKHOCTU JTOJKHBI ObITh
IIPUHSITHI Y TTAIIMEHTOB ¢ TeMOGMINElt ¢ MTHTUONTO-

XUPYPIVIA. XYPHAT M. H.W. TTIMPOIOBA, 3, 2024, BbIYCK 2



MeTtoandeckue PEKOMEHAaLMN

Tabamua 1. KAaCCM(i)MKaLIMSI MHBA3MBHLIX NMPOUEAYP U OnepaTUBHbLIX BMEWATEeALCTB B 3aBUCUMOCTU OT aCCOLUMUPOBAHHOTO

pvcka kpoBoTeveHuii [16]

OHCpaTI/IBHbIe BMEIIATEILCTBA
C HU3KUM PUCKOM KPOBOTCUECHMUS

OHepaTI/IBH])Ie BMEIIATEILCTBA
C BBICOKMM PUCKOM KPOBOTCUEHMUS

Mauible CTOMaTOJIOrMYeCKIe
BMeLlIaTeJIbCTBa (MpodeccuoHaibHast
TUTMeHNYECKasl YUCTKA, ylaleHue

3yOHOTrO KaMHsl, JIeYeHUe Kapueca U T.1.).

AHecresusl.

Marsbie 1epMaToJIornyecKue
BMeILIaTeNIbCTBA (yIalIeHUEe TTalNIIIOM,
OUOTICUST KOXM).

JlnarHoctuyeckue 3HI0CKOMUYECKUe
BMeLIATeJbCTBA 6e3 Ouoncuun
(racTpOCKOIMSl, KOJJIOHOCKOMUS U T.JI.).
VYnaneHue cucTeM LIEHTPAIbHOTO
BEHO3HOTO OCTYyTA.

ApPTPOCKOMUYECKIE MAHUITYJISILIAH.
CHHOBIKTOMUST XUMUYECKASI.
IMyHKIMs cycTaBa.

BripaBiieHne BHIBUXOB.

pamu FVIII: HeoO6xonmMmMo MoAroTOBUTh AOCTATOY-
HBIIT 00BEM TIpernapaToB IIYHTUPYIOIIETO IECTBUS
(IILI), mocnemyrolnee HaOMIONCHNE TODKHO OBITh
COTJIACOBAHO C TeMaTOJIOTOM U CIUIAaHUPOBAHO 3a-

panee [1];

— IlmaHOBBIE BMEIIATEIBCTBA PEKOMEHIYETCS TIPOBO-
IATH TIOCJIE 3aBEePIICHUS IMAIlIeHTOM Harpy304HOTO
peknMa BBeieHUsT oMuin3ymaoa [19];

— Ilpu mpoBeAeHUM 3KCTPEHHOTO XUPYPIrUUECKOTO
BMEIIIaTeJIbCTBA HEOOXOAMMO CBSI3aThCS C TeMaTO-
smorom/JIITY, ykazaHHBIM B MTHGOPMALIMOHHOM Kap-
TOYKE MallMeHTa, IJIsI COTJIACOBAHMSI TAKTUKHU BeJIe-

HUd TanuenTa [18];

— ImaHoBBIe XMPYpPrudecKre BMEIIATeILCTBA PEKO-
MmeHpayeTcs poBoauth B JITTY, nuMeronieM onbIiT
ONepaTUBHBIX BMEIIATEIILCTB Y MAIIMEHTOB C Te-

Mopumeit;

— [lranoBBIC OTICPaTUBHBIC BMEIIATEIHCTBA PEKOMEH -
JyeTcs IPOBOMNTH B TIEPBBIC THU HEIEIW M B Haya-
JIe THSI IJIST OIITUMAJIbHOTO O0ECIIeYeHUS TTOIICPK-
KU1 JTabOpaTOpHH M ¢ YIeTOM IpacrKa 3aIl0THIEMO-

cTu OaHKa KpOBU;

CToMaToJIOTMYecKKe BMeIIaTeIbcTBa

Ynanenue 3y00B.

Ynanenue 3yba ¢ 2 u 60Jiee KOPHIMU.
Xupypruueckoe JieueHue mapoJoHTO3a.
BckpbiTre abc1ieccoB 1€CHBI.
Mmrutanranms.

Ob61mast xupyprust

BekpbiTie 1 caHalysi abCLECCOB MSTKMX TKaHei, KapOyHKYJI0B, (ypyHKYJIOB U T.1.
JlnarHocTuyeckue 3HI0CKOMMYECKUe MPOLEYPhI C OUOTICUEN.

Buoricus mapeHXMMaTO3HbIX OPraHOB (MEYeHU/TI0YEK).

Buorncust mpeacratebHOM KeJle3bl UM MOYEBOTO My3bIPSL.

CJ10XHast 3HAOCKOIMS U SHIOCKOIUYECKOe yaajleHrue HOBooOpasoBaHuit cm3ucTbix 2KKT
(MOJIUITAKTOMUSL, COUHKTEPOIKTOMMSI).

JltomGanbHast MyHKIIUSI.

AGIOMUHATbHAS XMPYPIUsl U XUPYPTUsl TTOJOCTH Tasa.

Heiipoxupypriyeckue BMeIaTeIbCTBa.

Yposoruyeckue BMeIIaTeIbCTBA, B TOM YKC/e TUCTAHLIMOHHAS IMTOTPUIICHSI.
HupkyMUM3asiuuu (M30J151LMS JIETOUHbBIX BEH U JIp.).

Karerepu3zaius nojaocreit cepaia Ype3oe1peHHbIM JOCTYIIOM.

ABISLMS TIPU CYTIPABEHTPUKYJISIPHOM TaXUKapIuu.

MmmnaHTauus BHyTpUCEPAECUHBIX YCTPOUCTB.

Karetepusatiusi cepiiia yepes JiydeBylo apTepyio.

CepeyHO-COCYAMCThIe ¥ TOPaKaJIbHbIE BMEIIATEIbCTBA.

OpTOHC[[I/I‘-ICCKI/IC U TPaBMATOJIOTMYECKUE BMEIIATEILCTBA

CHHOB3KTOMMSI apTPOCKOIIMYECKAS.

BrpasieHue niepeioma.

DHIONPOTE3UPOBAHKE CYCTABOB.

OTKPBITHI OCTEOCUHTES.

ViajeHue TCeBI0OITyXOJIH.

I1acTrKa CBSI304HOIO arapara.

KocTHo-IIacTyecKue orepaiy Ha OIOPHO-IABUTaTEIbHOM aIlapare.
ApTpOJIN3 KPYITHBIX CYCTABOB.

AMITyTallusl KOHEYHOCTH.

— Ilpu omepanusix Ha opraHax OPIOITHON ITOJIOCTH
U TPYAHOM KJIETKU 9HIOCKOMMUYECKUI TOCTYII SIBJISI-
€TCs IIPEANOYTUTEIbHBIM KaK MeHee TPaBMaTUYHBbIIA;

— Ipu noTpeGHOCTH B IPOBEASCHUM HECKOJIBKUX OIIe-
paTHBHBIX BMELIATEIbCTB PEKOMEHIYETCSI IIPOBEE-
HHUe coueTaHHBIX oneparnuii [20];

— Hab6ioaeHure nmanueHTa J0JKHO OCYIIECTBISTh-
Csl KOMaHI0# CIeHalIuCTOB: XUPYPr, reMaToJIor,
aHeCTe3MOJIOT-peaHnMaToJI0r, Bpad JabopaTop-
HO# AMArHOCTUKU, peabUIMTOJIOr U MEAULIMHCKAST
cecrtpa;

— JIns nalueHToB ¢ reModuineii, mepeHecInx Xu-
PYpPruyeckKoe BMEIIaTeIbCTBO, cBsi3aHHOe ¢ BTDO,
PEKOMEHIOBAHO OTAABaTh IIpeAIioYTeHre Hedap-
MAaKOJIOTUYECKUM METOAaM TPOMOOIIPOpUIaKTH -
Kn [1];

— Ilpu HEOOXOMMMOCTH MPUMEHEHUS aHTHUaTperaH-
TOB /151 TPOMOONPOGUIAKTUKY Y MTALMEHTOB, I10-
JIy4alolInX 9MULM3YyMa0d, pEKOMEHIOBAHO Ha3HA-
yeHne MAAT (actimpuHa uiu Kionuaorpena) [21];

— Hasznauenne JIAAT/ITOAK myist TpoMOomIpohuIakT -
KU Y MALMEHTOB, MOIYYaI0IMX SMUALIU3YMA0, HE pe-
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KoMeHaoBaHo [21]. TIpn HeoOXooMMOCTH Ha3HaAYe-
Husa JAAT/ITOAK nanmeHTaM, OJTyJalOIIIM MU~
3yMa0, peKOMEHIYETCS CBSI3aThCSI C TEMATOJIOTOM.

KommenTapun

Ilpu evinoanenuu couemantvix onepayuil CHUNICAemcsi
YUCA0 20CNUMANU3AYULL, AHECE3U0A02UHeCKas HaA2PY3Ka
Ha nayuenma, mpebyemcs MeHbUULL CYMMAapHblil 00sem 3a-
mecmumensHoti mepanuu. Ilpu smom couemannsie onepa-
Yuu UMerom conocmagumble NOKA3amenu no 4acmome 803-
HUKHOBEHUs UHMPA- U NOCAEONEePAUUOHHbBIX OCAONCHEHU,
nPO00AHCUMENbHOCIU 20CRUMAAU3AYUUY U ONUMENbHOCMU
8peMeHHOI HempydocnocoOHOCMU 8 CPABHEHUU C NOIMAN -
HolMu emewamenscmeamu [22].

B omauuue om gpapmarxonoeuueckoii mpomoonpogu-
AAKMuUKU, HeghapmakonoeuuecKue memoos. mpomoonpo-
Qurakmuku He C833aHbl C NOBbIUIEHUEM PUCKA KPOBOmede-
Hutl. Buyeaom, WFH ne pekomendyem uupoxoe npumeHexue
gapmakonoeuueckoii mpomoOnpoOPUAGKMUKY Y NAYUeH -
moe ¢ eemouaueil npu nPogedeHUy OOUUPHBIX XUpPYpel -
yeckux npouedyp, U peuleHue 8 noAs3y AHmumpomoomute-
CKUX NPenapamos 00A3CHO OUeHUBAMbCA 8 KANCOOM cayuae
UHOUBUOAYANBHO U MOALKO NPU 8bICOKUX PUCKAX MPOMO03a.
st npunsmus payuoHansbHo20 U 836€UIeHHO20 PeuleHUsl
00 AHMUKO0AYASIHMHOLL Mepanuu y NAyUeHma ¢ 2eMo@uiu -
ell Heobxo0uUMo oyeHUmMb UHOUBUOYANbHBLI PUCK KPOGOME-
ueHus u mpombo3sa. /s nayuenmos ¢ eemouaueii, y Ko-
MOPbIX COOMHOUEeHUE DUCKA KPOGOMeUeHUsl U mpomb03a no-
360451em HazHauume aumuxoaeyssumol, WFH pexomendyem
npUMeHsimb me Jice N00X00bL, YMO U 8 00ujell NONYAAUUU NPU
yeaosuu adek8amuoil 3amecmumensHoil mepanuu. Y nayu-
enmoa ¢ ul'A naznavenue anmumpomobomu4ecKoil mepanuu
B03MOJICHO MOABKO HA (OHe npumereHus Imuyusymaoa [ 1].
Y nayuenmoe c mascenoii cemogpuaueii A 6e3 uneudbumopos
FVIII, noayuarowux smuyusymao, nasnavenue MAAT 603-
MOICHO U 6e3onacHo. B nacmosuwee epems nedocmamouro
dannbix 0 npumenenuu JJAAT uau IIOAK y nayuenmos, no-
aAydarouux smuuuzymao [21].

3.2. AabopaTopHbIfi KOHTPOAD

— Heobxommmo omnpeneuTh HaTMIne,/0TCYTCTBUE UH-
rudutopoB FVIII nepen m100bIM TJIAHOBBIM XUPYP-
TUYECKUM BMEIIIATEeIbCTBOM, €CJIM paHee O HaJT4Ire
naruouropos FVIII y nanienTa He coobianocs [1];

— IIpu BEISIBIEHUY MHTUONTOPA TEMOCTATUIECKAs Te-
panusi B mpeaorepalMoOHHOM U MOCJIe0nepaluoH-
HOM MEPUOJIE OCYILECTBISIETCS TOJAbKO Mperapara-
M myHTHpytomiero aeiicteus (rFVIla mmm AUKK);

— Ilpu sKCTpeHHOM XUPYPrUIeCKOM BMEIIATEILCTBE
pPEeKOMEHIYeTCsI TIPUCTYIUTD K OTIePaIi, He JOXKM-
nasich pe3yJibTata onpeaenaeHust unruoutopa FVIII.
B cirygae He0OX0IMMOCTH — TTPOU3BECTH KOPPEKITUIO
TeMOCTaTUIECKOM TepaItiy 110 pe3yabTaTaM TecCTa;

— ¥ nauuenros 6e3 naruouropon FVIII oo onepauun
PEKOMEH0BAHO MOBTOPHO MPOBECTH OIpeaeIeHNE
nuruonTopoB FVIII yepe3 4 u 12 He 1Tocie UHTEH-
cuBHOM Tepanuu nipenaparamu FVIII u npoBeaeHust
XUPYPruyecKoro BMelaTeabeTna [1];

— He pexoMeHmOBaHO OPMEHTUPOBATHCS Ha PE3yJIbTa-
Thl KJIOTTUHTOBOro Tecta AYTB y nmamueHTOB, 110-
JIyYaoIINX d9MULIM3YMa0, N3-3a UCKaKEHUS Pe3yib-
TatoB [23];

— Heobxomnmo mpuMeHSITh XpOMOT€HHBII METOJI C MIC-
ITOJTb30BaHMEM OBIYBMX PEATCHTOB JIJIST OTIPEICICHUST
aktuBHoctu FVIII u Tutpa nHrubuTopa y naumeH-
TOB, MOJyYalOIUX SMULIM3YMa0 WM OCTAaHOBUBILIMX
Tepamnuio SMULIM3yMaboM MeHee 6 MeC TOMY Hasaj.

KommenTapuun

Humencuenas 3amecmumenvHas mepanus npenapa-
mamu FVIII u xupypeuueckoe emeuamenvcmeo s16A0mces
pakmopamu, NOBLIUAIOWUMU PUCK PA3BUMUSL UHSUOUMOPO8
FVIII. ITosmomy, nocae npogederusi 0OUUPHBIX XUpYpeUuHe-
CKUX Meulamenscme, 0COOeHHO npu NPUMEHEeHUU UHMeH-
cuenoit mepanuu npenapamamu FVIII, caedyem nosmopro
obcnedosams nayueHmos Ha Haauyue uneubumopos k FVIII
uepe3 4 u 12 ned nocae onepauuu [1].

Imuyuszymad 6 omauuue om FVIII ne mpebyem axmu-
eauuu mpomoburom. Tak kax epems, Heobxodumoe 045 aK-
musavuu FVIII, yumeno npu nposedenuu Hekomopwvix 00-
HOCMAOduiiHbIX 1a00PAMOPHbIX MECMO8 KOARYAAUUU, HANPU-
mep, AYTB, mo y nayuenmog, noayHarouux Smuyusymao,
amu mecmot 6y0ym 0agams UCKadceHHble pe3yavmamal. H3-
3a 5moeo ece mecmol, ocHosannvie Ha AYTB, éxaouas 00-
Hocmaduiinsiil ananuz axkmuenocmu FVIII u ananuz Heii-
meeena-bemesda, 6ydym makace dasamo UCKAJCEHHbIE
pe3yasmamol. Imo HeobX00UMo yuumol8ams Npu Ha3Ha4e-
HUU U UHMePNpemayuy pe3yasmamosg 1ad0pamopHsix me-
€mog y O0NbHBIX, NOAYHAIOWUX IMUYU3YMAD, U meX, KOMY
npenapam 0bi1 ommeHeH MeHee 6 Mec momy Hazao [24, 25].

3.3. AHecTe3noArornyeckoe nocooume

— HeiipoakcuanbHas (ammaypanbHas, CIIMHAIbHAS)
aHecTe3Ms MPOTUBOIIOKA3aHa IMaIllMeHTaM ¢ TeMOdu-
JINeit, B TOM YHCIIe TeM, KTO TToJIydaeT MpopUIaKTh-
YeCcKyo Teparnuio sMuiuzymaoom [1, 17].

KommenTapuun

Coobuenus o wacmome pazeumusi 0CAONCHEHUL NpU
npoeedeHUU HeUPOaK CUANbHOU AHeCMe3UU y NayUeHMog ¢ 2e-
Mogpunueil, umeroujuecs  Hacmosiujee 8pems, Hocsim npo-
MUBOPEHUBHLIL XapaKmep U, yHUmMbléasi HeoOPamuMoCmy 0C-
ANOJCHEHUIL, @ DYMUHHOL NpaKmuke ciedyem npeonouumanms
bonee bezonacrvle memoosl anecmesuu [26].
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I'naBa 4. Xupypruyeckue BMemaTeIbCTBA C HU3KUM PUCKOM KPOBOTEYEeHMiA
y NAlEHTOB, MOJYYaI0IIUX SMULIU3YMAD

4.1. AabopaTopHbIfi KOHTPOAD

— HeobxonuMo orpenenTh HaTu4Ine,/0TCYyTCTBUE UH-
rubutopoB FVIII nepen n100bIM MJIaHOBBIM XUPYP-
I'UTIeCKIM BMEIIATEILCTBOM, €CJIM paHee O HaJTuJIre
nHaruouropos FVIII y naninenTa He cooO1anocs [1].
[Tpu BeISIBICHNY MHTUOUTOPA TeMOCTaTUIECKAsT Te-
parms B IIpenornepalmoHHOM U TTOCIeoIepaioH-
HOM MEPUOJIE OCYILECTBISIETCS TOJbKO Mperapara-
M myHTHpyioiiero aeiicteus (rFVIIa mmm AUKK);

— He pexoMeHIOBaHO OpUEHTUPOBATHCS Ha PE3YIbTATH
koTTuHTrOBOro Tecta AYTB y nalimeHTOB, moayyato-
X SMULIM3YMA0, M3-3a UCKaKEHUS pe3yIbTaToB [23];

— Heobxomnmo mpuMeHsITh XpOMOTEHHBI METOJ C MC-
ITOJTb30BaHMEM OBIYBMX PEATCHTOB JIJIST OTIPEACICHUST
aktuBHocTu FVIII v TuTpa mHrMOMTOpa y NaliueHTOB,
TTOJTyYaIOIINX SMUIIN3YMAa0 WJIM OCTAHOBUBIINX Tepa-
MU0 SMULU3YMAaOOM MeHee 6 MeCsILIeB TOMY Ha3al.

— ¥ nauuenros 6e3 naruoutropon FVIII oo onepauun
PEKOMEHI0BAaHO MOBTOPHO MPOBECTH OIpeaeIeHNE
nuruouTopon FVIII uepe3 4 u 12 Hexn 11ocie UHTEH-
cuBHo1 Tepanuu nipenaparamu FVIII u nposegeHust
XHUPYPruyeckKoro BMemareabcrna [1].

4.2. AHecTe3noArOornyeckoe nocoome

— Ipu ipoBeneHNHN oTnepanunii ¢ HU3KUM PUCKOM KpPO-
BOTEUCHMSI, aHECTE3MOJIOTUTIECKOE TTOCOOME TTOI0M -
paeTcsl B COOTBETCTBUM C TUIAHUPYEMBIM 00BEMOM
orepanny (B/B, MECTHBII, OOIIIMIA HAPKO3);

— HeiipoakcunanbHas (3nmaypaiabHas, CIIMHAIbHAS)
aHecTe3Ms MPOTUBOIIOKA3aHa MAIlMeHTaM ¢ TeMOodu-
JIMet, B TOM YHCIIe TeM, KTO TToJTydaeT MpopUIaKTH-
YeCcKylo Teparnuio sMuuzymaoom [1, 17].

4.3. l'emocratnuyeckas Tepanus

— OTMeHa WM U3MEHEHHE PeXMMa BBEACHUS MU -
rM3ymMaba B TeUeHME TIpeaoTIepallMOHHOTO, MHTPa-
OITEePaIlMOHHOTO U TTOCIIEONEPAIIMOHHOTO TIeproIa
He TpeOyeTtcs [15, 17, 18];

— PexoMeHmoBaHO ITpUMeHEHNE TPAaHEKCAMOBOM KIC-
JIOTHI B 103¢ 10 MT/KT BHYTpUBEHHO WJIN 25 MT/KT TIe-
popaibHO 3a 2 4 10 BMellaTeaIbCTBa [27];

— JIOTIOJTHUTETLHOTO TIPOMIIAKTIIECKOTO BBEICHUS
npenaparoB FVIII/ITII/ mepen BMemaTeIbcTBaMuU
C HA3KUM PUCKOM KPOBOTEUCHHUS B OOJIBIIMHCTBE
caydaeB He Tpebyercs [1, 28, 29];

— B ciryyae HE0OOXOIMMOCTH BO3MOXKHO BBeieHUe 1 10-
3bl ipeniapaTta FVIII npu BMeiaTeabcTBax ¢ MajibiM
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prCcKOM KpoBoTeueHmit u3 pacyera 30—50 ME/kr
ogHoKpaTHO 3a 30—40 MUH 10 BMelIaTeIbCTBA y Ma-
LUEeHTOB ¢ Temodunueii A 6e3 narnouropon FVIII;

— B ciyyae He0OXOAMMOCTH BO3MOXHO BBEICHUE
rFVIla npu BMelIaTeIbCTBaX ¢ MaJibIM PUCKOM B J10-
3e 90 mxr/Kkr3a 15—30 MUH 10 BMeLIaTeIbCTBA y Ma-
muenToB ¢ ul'A [2].

KommenTapuun

B cea3u ¢ mem, umo nepuod noayavleedenus IMULU3Y-
Mmaba cocmaensiem 26,7 Ouell, noaHoe avleedeHue npenapama
oxcudaemcs He panee, yem yepes ~20 ned. Ilosmomy omme-
Ha amuyuzymaoda neped n1o0bim UOOM BMEUAMeNbCmE Ul
MAHURYAAYUILL 3645emcs HeyeaecooOpasHoil [23].

Y nayuenmos, noayuarowux smuyusymab, MOJNCHO npu-
MEHSIMb MPAHEKCaMOBYI0 KUCAOMY, He3a8UCUMO OM HAAUMUs/
omcymcmeus uneuoumopos FVIII, mak kax, coeaacto cogpe-
MEHHbIM OGHHBIM, SMUUU3YMAO He 6ausiem Ha 6e30nacHOCHb
u/unu sghghexmusrHocmo mpauexcamosoil kucaomot [30, 31].

WFH He pekomendyem donoanumenvHoe gedeHue npe-
napamoeé gakmopa y nayueHmos c eemoguaueil A, noay-
YAOWUX IMULU3YMAD, NPU NPOGEOeHUL UHBA3UBHBIX NPOUe-
0yp uAu XupypeuuecKux eMeuamenscme ¢ HU3KUM pUCKoM
nocaeonepayuoHH020 Kpogomeuenus. B kpaiinux cayuasx
803MOJICHO 00OHOKpamHoe npumenerue npenapamos FVIII
unu ITIHIT [1].

4.5. lNocAeonepaumoHHoe BeAeHUue

— He TpebyeTcst mOMOTHUTEILHON TeMOCTaTUISCKOM
TepaIuy B cJydae OTCYTCTBHS MJIM HE3HAYUTETLHO-
ro MOCJIE0INepallMOHHOTO KPOBOTEUEHUS

— PexoMeHnnoBaHoO obecrieunuTb MEAULIMHCKOE HA010-
IeHUe B ITOCIICOTICPAIIMOHHOM TIepHUOIe B TCUCHHE
He MeHee 24 u;

— IMauuenTam c ul'A, nmoayyaonm SMULIM3yMao, as
KYITUPOBaHUS KPOBOTEUCHUS B TIOCIICOTIEPAIIIOHHOM
MepUoIe PEKOMEHI0BAHO OT/AAaBaTh MPEANOYTEHNE
npenapataMm rFVlla;

— IIpu orcyrcTBuu npemnapatoB rFVIla BoamoxHo rpu-
meHeHne AMKK B mo3e 15—25 En/kr xaxmabie 12 4,
Ho He 6onee 100 Ex/kr B cyTku [28, 30, 32];

— CosmectHoe npuMeHeHne AMKK 1 TpaHekcamoBoit
KHCIIOTHI TIPOTUBOITOKA3aHO [33] 13-3a OBHITIICHUS
pUcKa TpoMO000Opa30BaHUSI;

— B ciyyae pa3BUTHS 4pe3MEPHOTO MOCICOIIepalln-
OHHOTO KPOBOTEeUEHUS cM. cxeMy Nel mist rmarmeH-
TOB ¢ reModuiueit A 6e3 unruoutopo FVIII u cxe-
My No2 mist martueHToB ¢ ul'A (rmasa 9).
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KommenTapun

Buccnedosanuu 111 gpazvt HAVEN 1y 8 60abmHbix Obl10 3a-
peaucmpuposaro 2 mpombomuueckux senenus u 3 cayuas TMA.
Bce mpombomuueckue sienenus u TMA npouzouinu y 601bHbIX,
Komopule camocmosmenvo 68o0uru AUKK oas kynuposa-
HUs Kposomeuenuil 8 dozax >100ed/ke 6 meuenue >24 4 [34].

Janvretimue uccaedosanus papmakoouHamu4eckoo
8zaumodeticmsus smuuuzymada u AUKK in vitro noxaszaau,
umo coemecmmoe eedenue 6 naasmy AUKK u smuyuzymadba
uMeem cunepeemu4eckuil 3ghghpexm u npuoOUm K eunepkoa-

eyaayuu. Aemopol uccaedoganusi 00sACHIIOM MO HAAUYU-
em 6 AUKK FIXa u FX, komopsie seasiomes cyocmpama-
mu 0as amuyusymaoa [35].

Jannsie mpomboaracmoepaghuu u anasruza oobpaszosa-
HUsL MPOMOUHA N Vilro U OnUCanus KAUHUYECKUX CAyuaes
nokaszaau, umo npumenenue AUKK 6 doze 15—25 Ed/ke
aghgpekmuero y 6oavnbix ul'A, kKomopsie noayuanu smuyu-
3ymab [36], u maxkue 003v1 Mocym Obimb NPUMEHUMbL U I¢D-
exmusHbl 0151 KYRUPOBAHUS NOCAEONEPAUUOHHBIX KPOBO-
meuenuil, 0c0OeHHO npu BMeulamenbCmeax ¢ HU3KUM puc-
KoM KpogomeueHuUll.

InaBa 5. Xupypruyeckue BMEIaTeIbCTBA C BBICOKUM PUCKOM KPOBOTEYEHMI
Y NaI{EeHTOB, NOJYYaIOIMX SIMULUA3YMAO

[MpuHIIMIIEI OKa3aHUS TTOMOIIM TIPU BMeIIaTe b-
CTBaX ¢ BBICOKMM PMCKOM KPOBOTECUYCHHU TTPUMEHUMBI
K OITepalfsIM KakK OpTOITEANIECKOTO, TaK U HE OPTOIIe-
TYECKOTO TTPODIIIS.

5.1. AabopaTopHbIi KOHTPOAbL U 0DWIME
pekomeHAaumm

— Heobxommmo omnpeneuTh HATMIMe,/OTCYTCTBUE MH-
rudutopos FVIII nepen m00bIM TJIAHOBBIM XUPYP-
TUIECKUM BMEIIATEILCTBOM, €CJTU paHee O HaTnInU
naruouropos FVIII y naninenTa He coobianocs [1];

— IIpu BEISIBIEHUY MHTUONTOPA TEMOCTATUIECKAS TE-
panusi B mpeaorepaliMoOHHOM U MOCJIe0IepaluoH-
HOM TEPUOJIE OCYILECTBISIETCS TOJAbKO Mperapara-
M myHTHpytomiero aeiicteus (rFVIla mmun AUKK);

— Ilepen mpoBeaeHMEM OTIEPAaTUBHOTO BMEIIIATEIb-
CTBa PEKOMEHI0BAaHO 00eCIIeYnUTh 00bEeM IIpeTia-
patoB FVIII unu IO, HeoOXoauMBblil aj1sl agek-
BaTHOTO TeMOCTa3a KaK Ha MepUoJ OIleparliu, Tak
¥ Ha TI0CJICOIIe pAallMOHHBIN/BOCCTAHOBUTEILHBIN
nepuon [1];

— Ilpu sKCTpeHHOM XUPYPrUIeCKOM BMEIIATEILCTBE
pPEeKOMEHIyeTCsI TIPUCTYIUTD K OTIePaIi, HE JOXKM-
nasich pe3yiabrara onpeaeiacHus nuaruouropos FVIII.
B ciygae HeOOXOIMMOCTH IIPOU3BECTH KOPPEKIINIO
TeMOCTaTUIECKOM TepaItiy 110 pe3yabTaTaM TecCTa;

— IIpu moTpeOHOCTH B IIPOBEACHNN HECKOIBKIX OTIC-
PaTUBHBIX BMEIIATEIBCTB PEKOMEHIYETCS TTPOBEIC-
HHe cOYeTaHHBIX oneparuii [20];

— 711 TTalTMeHTOB ¢ TeMOMUIINEH, TIEPEHECIITNX XUPYP-
TIYECKOe BMEIIATEIbCTBO, CBI3aHHOe ¢ BTDO, pe-
KOMEHIOBAaHO OTIAaBaTh MPEAITOYTeHIE He(hapMaKo-
JIOTUYECKUM MeTomaM TpoMOorpopmiiakTuku [1];

— IIpu HEOOXOAMMOCTU MTPUMEHEHMSI AaHTUKOATYJISTH-
TOB TSI TPOMOOIIPOMDUIAKTUKYI Y TAIIMEHTOB, TTOJTY-

10

YJaIOIINX SMULIM3YMa0, peKOMEHIOBAHO Ha3HAYCHHE
MAAT (acrimpuHa wiu kionumorpena) [21];

— Hasnauenne JIAAT/ITOAK mist TpomMOompohrakT-
KUY Y TALIUEHTOB, MNOJYYaOLIMX SMUALIM3yMa0, He pe-
koMeHmoBaHoO [21]. [Ipn HeoOXomMMOCTH Ha3HAYE-
Hust JAAT/TTOAK manmeHTaM, TOTyJaroiM SMH-
LIM3yMa0, peKOMEHIYETCSI CBSI3aThCS C TEMaTOJIOTOM.

5.2. AHecTe3unoAaornyeckoe nocoome

— HeiipoakcuanbHas (ammaypanabHas, CIIMHAIbHAS)
aHecTe3Ms MPOTUBOIIOKA3aHa IMaIllMeHTaM ¢ TeMOdu-
JINeit, B TOM YHCIIe TeM, KTO TToJIydaeT MpopUIaKTh-
YeCcKyo Tepanuio sMuiuzymaoom [1, 17].

5.3. lpoBeaeHne S3HAOCKOMUYECKUX
npoueayp

— PexoMeHaoBaHO MpUMeHEHNE TPAaHEKCAMOBOM KIC-
JIOTHI B 103¢ 10 MT/KT BHYTPUBEHHO WJIN 25 MT/KT TIe-
popaibHO 3a 2 4 10 BMelnaTeabeTBa [27]. JomomHn-
TeJIbHOE TTPOo(PUIIAKTUYECKOE BBEIeHNE ITPETapaToB
FVIII/ITII 1e Tpedyetes [37];

— Ilpu npoBeneHUN HAOCKONNUM C OUOTICUE PEKO-
MeHaoBaHo BBeAeHue npernapara FVIII B nose 40—
50 ME/xr manmmeHTam 6e3 narnoutopos FVIII mmm
rFVIla B no3e 90 Mxr/kr manuenTam ¢ ul'A mepen
IIPOBEICHUEM IIPOIIEITYPHI TSI TTPOPUIAKTUKI KPO-
BoteueHus [37].

5.4. Temocratnueckas Tepanus

— OTMeHa WM U3MEHEHHE PeXrMa BBEACHUS DMHU-
M3yMaba B TeUEHME TIPeAOTIePallMOHHOTO, MHTPa-
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OTEPAMOHHOTO U MOCIEOTEPAIIMOHHOTO TIEproIa sota 10 Mr/Kr BHyTPUBEHHO 32 2 4 0 BMEIIATeb-
He TpebyeTtcs [15, 17, 18]; crBa [41];

— Crporo pekomenaoBaHo BBeaeHue mpernaparoB FVIII  — Ilpu HeoO6X0AMMOCTH BO3MOXHO JOIOJHUTEIBHOE
i rFVIIa (+/—TpaHekcamMoBast KMCJIOTA) TIPH IIPO- BBeneHue rFVIla B no3ze 90 Mxr/kr uepe3 2—3 4 1o-
BEJICHUM XUPYPTUUYECKUX BMEIIATEILCTB C BBICOKUM cJie TIepBOTO BBEICHMUSI.

PUCKOM KpOBOTeUeHMi [37];
— ITpu hopMupoBaHNY OOIIMPHBIX PAHEBBIX ITOBEPXHO-

CTeli peKOMEHIOBAHO ITPUMEHEHHE IperapaToB, CHU- 5.4.3. IemocTaTnyeckas Tepanus y namueHTos ¢ ul'A
JKAIOLIMX MECTHOE KPOBOTEYEHUE U MIPONUThIBAHIE npu orcyrcTeuu npenaparos rFVIia

TKaHel: MHPUIbTPALMOHHASI aHECTE3USI MECTHBIMU

aHEeCTEeTUKAMU C afpeHaInHOM, npuMeHeHue ¢ub-  — [IpemonepannoHHo pekomeHaoBaHO BBeaeHue AMKK
PUHOBOTO KJiesI, TeMOCTaTu4ecKoii ryoku [38—40]. B mo3e 15—25 En/kr [28, 30, 32];

— CosmectHoe npuMeHeHne AMKK 1 TpaHekcamoBoit
KHCIIOTHI TIPOTUBOITOKA3aHO [33] 13-3a OBHITIICHUS

5.4.1. I'emocTaTHyecKasi Tepanus y ManueHTOB pUcKa TpoMO00Opa30BaHUSI.
¢ remopuiHeii A 63 THTHOMTOPOB, MOTYIAIOIIIX

3MHUNU3YMA0

5.5. locAaeonepaumoHHoe BeaeHue

— IIpenonepaunoHHo pekoMeHaoBaHO BBeaeHue FVIII

B no3e B 103e 50—60 ME/kr ogHokpaTHo 3a 30— — PexomeHgoBaHa ycTaHOBKA ApeHaKeM TTpY IIPOBeIe-
40 MMH 10 BMEILIATEILCTBA +/— TpaHeKCaMOBasi KIC- HUU TIOJIOCTHBIX OTIepaIliii CPOKOM Ha 1 CYTKM IJIsT
sota 10 MT/KT BHYTPUBEHHO 3a 2 4 10 BMEIIaTe Ib- BU3YaJIbHOTO KOHTPOJIS 3 (PEKTUBHOCTHA TEMOCTA3a;
cTBa [41]; — OO61mast TPOIOJKUTEILHOCTh TEMOCTATUICCKOM Te-
— MHTpaonepaiioHHO ITPU HETOCTATOYHOCTH TeMOCTa- panuu omnpeaesseTcs KIMHUIECKUM COCTOSTHEM
3a BO3MOXHO gonoinHuTenbHoe BBeneHue FVIII [41] namueHTa, 00beMOM OIEPaTMBHOTO BMEIIATE/ILCTBA
B mo3e 30—40 ME/kr. 1 3(ppexTUBHOCTBIO TemMocTa3a. i olleHKM 3 dek-

TUBHOCTU reMOCTa3a PEKOMEHAOBAHO UCIIOJIb30BaTh
KPUTEPUH, YKa3aHHBIC B Ta0I. 2;

5.4.2. I'emocTaTHyecKasi Tepamnus y ManueHToB — PexxuM mo3npoBaHUS 1 IPOIOKUTETBHOCTD ITOCTIC-

¢ ul'A, mory9arommx SMAIU3yMa0 OIIepallMOHHOTO BeICHUS YKa3aHbI B Ta0I. 3;
— IMauuenTtam ¢ ul'A, monyyaromum 3MULII3yMa0,
— [pemomnepalinoHHO peKOMEHIOBAHO BBEICHME TIPE- IpenIoYTeHNE CIeayeT OTaaBaTh mpenaparam rkVlla;
mapaToB rFVIIa B mo3e 90 MKT/KT OMTHOKpAaTHO 3a 15— — IIpu orcyrctBuu npemnapatoB rFVIla BoamMoxHo rpu-
30 MMH 10 BMeLLIATeIbCTBA +/— TpaHeKCaMOBasi KIC- meHeHne AMKK B mocieonepalimoHHOM TIeproe

Tabanua 2. Kputepun oueHkm 3¢hheKTMBHOCTM reMocTasa Npu XMPYpruyecknx BMelaTeAbCTBax Y NauMeHToB ¢ remouau-
e, B TOM YMCAe MOAYHAIoWUX SIMULM3YMa0 [42]

T'emocras

Kpurepun oneHKkmn

OTJIMYHBIT

Xoporuwuit

YI0BIETBOPUTETBHBIM

HeynoBneTBoputebHbIN

WHTpaonepallmoHHast /Wy MOceonepallioHHast KpOBOIIOTepsl aHaornvHa (B mipenenax 10%) takoBoit

Yy MalueHTOB 0e3 reMobINN;

Her notpeGHOCTH BO BBEICHNUU TOMOJHUTEIbHBIX (He3ariaHupoBaHHbIX) 103 FVIII/TTII/;

[MepenrBaHKe KOMITOHEHTOB KPOBU HE TTOTPEOOBAIIOCH WM TIOTPEOOBATIOCH B 00beMe, aHAIOTUIHOM TAKOBOMY
Yy MalUeHTOB 0e3 reMoMUINN.

WHTpaonepaliMoHHast 1/Wim mocjieonepaloHHasi KpoBomoTepsi yBeauuunach ot 10 1o 25% ot oxunaeMoii
(10 CpaBHEHUIO € TAKOBOI Y MAIMEHTOB 0e3 reMoGWInK), HO pa3HULIA KITMHUYECKU HE3HAUUTEIbHA;

He Tpebyercst 1onoJHUTEIbHBIX (He3ariaHupoBaHHbIX) 103 FVIII/TTII/L;

[NepenuBaHe KOMIIOHEHTOB KPOBH MOTPEOOBAIOCH B 00beMe, aHAIOTMYHOM TAKOBOMY Y MAIIEHTOB

6e3 remouInu.

HHTpaonepallnoHHas 1/WIY MTOCIeONepaliMOHHasT KpOBOTIOTEPsT MPEBBINIAeT OxXumaemyro Ha 25—50%
(1o CpaBHEHMIO C TAKOBOI Y MAIIMEHTOB 0€3 reMO(pMINm);

TpebyeTcst TOMOTHUTETBbHOE BBeIeHNE He3armaHupoBaHHbIX 103 FVIII/TTIL;

TpebyeTcs yBesmyeHE 00beMa KOMITOHEHTOB KPOBHU B [1Ba pa3a OT OKUIaeMOI MOTPEOHOCTH.

3HauMTeNIbHAS MHTPAOTIepAllMOHHAS U/ VN TTOCIIEONePAlIMOHHASI KPOBOTIOTEPSI, KOTOPAs TIPEBhIIIAET
oxunaemyto >50% (110 cpaBHEHUIO € TAKOBOU Y TTAITUEHTOB 0e3 reMo(puInium);

TpeOyroTcst TOMOTHUTETbHBIE BMEIIATEILCTBA, PA3BUBAETCS TUTIOTOHUSI, TPEOYETCsI IEPEBO/T B OTIEICHUE
MHTEHCUBHOI Teparuy U3-3a KPOBOTCUCHMSI;

Tpebyercs >2 pa3a yBeqnveHUe 00beMa KOMITIOHEHTOB KPOBU 10 CPABHEHUIO C OXXUIAeMOU TTOTPEOHOCTHIO.
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MeTtoanueckme PEKOMEHAaUNN

Tabamnua 3. Ao3bl npenapatos FVIII/rFVIla n npoAoAXHUTEABHOCTb MOCAEONEPALMOHHOTO BBEAEHUS Y MNALIMEHTOB, MOAYYaAIO-

WMX 3MULM3ymab [15]

JIHe# mocie

orepanuu IMammeHTs! ¢ Temodumueit A 6e3 uarnoutopos FVIIT* [TareHTh ¢ UHTMOUTOPHOU (hopMoit remodbuau A
(/0 nHm)
1—2 (0—48 u) FVIII B no3e 1o noctiskeHus 1eneBoit aktuBHoct 80—100%  rFVIIa 90 Mkr/Kr Kaxabie 2—3 4
+/— TpaHekcamoBas kuciora 10 mr/kr B/B 3—4 p/cyT +/— TpaHekcamoBasi Kuciorta 10 Mr/kr B/B 3 M 4 p/cyT
3—4 (48—96 v) FVIII B no3e 1o noctuxeHus eyneBoit aktuBHocTy 60—80% rFVIla 90 mkr/kr kaxble 4 yaca

+/— TpaHekcamoBas kuciaora 10 mr/kr B/B 3—4 p/cyT
*[1pu OTCYTCTBUM KPOBOTEUESHMSI BO3MOXKHO COKpAILEHUE 103bI
npenapara FVIII no nenesoit akrusHocTu 30—40%

5—7 (96—168 )
OCTAHOBKM T€parnuun
8—10

1o 10 /o nHs;
Ilpu HETOCTATOYHOM TeMOCTa3e:

FVIII B no3e 1o noctmxkeHus nesnesoit akrusHoctu 30—40%
+/— TpaHekcamoBas kucjora 10 mr/kr B/B 3—4 p/cyT

FVIII B no3e no noctuxeHus tieaeBoit aktuBHoctu 30—40%
+/— TpaHekcamoBas kuciora 10 mr/kr B/B 3-4 p/cyT
*[Tpu OTCYTCTBUU KPOBOTEUEHMSI PACCMOTPETh BO3MOXHOCTh

HpI/I OTCYTCTBUU KPOBOTCUYEHMA TEPAITNIO OCTAHOBUTDH
MM OCTaBUTb TPAHEKCAMOBYIO KMCJIOTY B MOHOTEpAITuun

+/— TpaHekcamoBasi Kucjaora 10 mr/kr B/B 3—4 p/cyT
*[1pu OTCYTCTBUM KPOBOTEUEHHMSI BO3MOXKHO COKpallie-
HUeE YacTOThI BBelleHUs 10 | pasa B 6 yacoB

rFVIIa 90 Mkr/Kr Kaxasie 6 4

+/— TpaHekcamoBasi Kuciaota 10 mr/kr B/B 3—4 p/cyT
*[1pu OTCYTCTBUM KPOBOTEUEHHUSI PACCMOTPETH BO3-
MOKHOCTb OCTAHOBKY TE€paIruu

IIpu oTCYTCTBUM KPOBOTEUEHMS TEPATTUIO OCTAHOBUTH
WJIN OCTaBUTh TPAHEKCAMOBYIO KMCJIOTY B MOHOTEpa-
iy 10 10 /o nHs;

Ilpu HemOCTAaTOYHOM reMOCTa3e:

MPOIOJIKATh Teparnuio 5—7 /o nHei

10 10 11/0 THS ¢ OLIEHKOW TMHAMUKKA

Tpumeuanue. * — Ins1 pacuera no3wl mpenapata FVIII mis paszoBoro BBeneHus UCMIONB3YITe CAEAYIOLIYIO (DOPMYITY:
Pazoast no3za (ME) = Bec (Kr) - oxkumaeMoe nosbiiieHue aktusHocty FVIII (ME/kr) - 0,5

Bao3e 15—25 En/kr kaxnpie 12 4. [Tpy ”HTEHCUBHOM
KPOBOTEUCHUHN MY Hed(PEKTUBHOCTH/CITa00M T1-
Hamuke cHikeHHOoM 10361 AMKK BO3MOXKHO MTOBBI-
meHne 10361 10 25— 50 En/kr, Ho He 6071ee 100 En/kr
B cyTKM [28, 30, 32];

— CosmectHoe npuMeHeHne AMKK v TpaHekcaMoBoit
KHCIIOTHI IPOTUBOITOKA3aHO [33] 13-3a MOBBITIICHUS
pucka TpoM0000pa30BaHUSI;

— Ipu npumenennn AUKK 6omee 24 4 peKoMeHI0BAaHO
oIpenesieHre KOJIMIeCTBA SPUTPOIIUTOB U TPOMOO-
IIUTOB B 00IIIEM aHaJIU3¢ KPOBU IJISI CBOEBPEMEHHOM
muarHoctuku JIBC-cunapoma u TMA. T1pu ymeHb-
IIEHUHX 3TUX TToKa3aTejiell peKOMEHIOBAHO OIIpee-
JINTH CHIBOPOTOUHBIC KOHIIEHTPALIMY OMJINpYyOrHa,
JIAKTaTACTUAPOTEeHA3HI, TAIITOINIO0MHA, TTOKa3aTeIn
(GYHKIINY MTOYEK, ComepKaHue B IepudepuIecKoin
KPOBHU PETUKYJIOIINTOB;

— MOHUTOPUHT ITOKa3aTeNIeil O0IIero aHaIM3a KpoBU
CJIeyeT IMPOBOIUTD eXXEeTHEBHO, TTOKA MAIUEeHT T10-
nygaet AMKK, 1 nmpomomkaTh B TeueHUe 48 4 11ociie
BBeneHUd nociaenHeit no3el AUKK.

KommenTapun

Ipynnot sxcnepmoe UKHCDO u Tepmarnuu npusodsm
darHubie 0 mom, ymo Hauanehsie 0036t AUKK 15—25 Ed/ke
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Mozym 6b1mb 3QheKkmueHoll u be3onacHoll onyuetl 015 npu-
MeHeHUs1 8 Xupypeuueckoli npaKmuke y Nayuenmos, noayua-
rouwux smuuyusyma6 [30, 31]. Janusie, noayuentsle in vitro
(mpomboaracmoepagus u anarus eeHepauuy mpomouHa),
NnoomeepIcoarom 803MOICHOCMb NPUMEHeHUs. U IpeKxmue-
Hocmb cHudcenHblx 003 AUKK: S. Furukawa u coasm. no-
Kaszanu, ymo Ha pore npumeHenus IMuyu3ymadba eeedenue
AHUKK 6 doze 10 EJl/ke 6bi3v16a10 Koazyaayuro, conocma-
sumyio ¢ esedenuem AUKK 6 doze 100 Ell/ke 6e3 samuyu-
3ymaba [36].

Hmeromces yoedumenvhvie 0anHble, YMo NPUMEHEHUE
MPAHeKCcamosoil KUCA0mbl Mecme ¢ AHMUeMODUAbHBIMU
npenapamamu npu NPOBeOeHUU XUPYpeuueckux MaHunyas-
yuil y nauuenmos ¢ eemouaueti A npueooum Kk CHUICeHUo
Yuycaa UHMpa- U NOCAeo0NePayUOHHbIX Kpogomeueruil. Imo,
6 €8010 ouepeds, CHUdCaem NOMpPeOHOCMb 8 3amecmumens-
Hoti mepanuu npenapamamu FVIII u IT1IJ], menvweit no-
mpebHOCMU 8 2eMOMPAHCY3USAX U CHUICEHUIO 00BeMa ne-
peausaemvix KOMNOHeHmMog Kposu [43]. Ilpu smom npume-
HeHue MPaHeKcamogoll KUCA0Mbl He NOKA3aA0 NOGbIUEHUS
pucka mpomb603086 Hezasucumo om obsema onepayuu [44].

Y nayuenmos, noayuarowux smcuyusymao, moic-
HO NPUMEHAMb MPAHEKCAMOBYI) KUCAOMY, He3A8UCUMO
om Haauyus/omcymcmeus: uneuoumopoe xk FVIII, mak
KaK c02aacHo co8pemMeHHbIM OAHHbIM IMULU3YMAO He 61U~
sAem Ha 6e30nacHocms u/uau Aghgexmuenocms mpanekca-
Mmoeotl kucaomot [30, 31].
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MeTtoandeckue PEKOMEHAaLMN

I'naBa 6. DKcTpeHHbIE XHPYPrUdeCKHe BMEMIATEIbCTBA M TPABMbI
y NAlEHTOB, MOJYyYaloIuX SMUIu3ymao [15, 45]

VY mauyeHToB, MOJyYaonX MPOoGUIAKTUKY DMU-
LIM3yMaboM, MOTYT BOBHUKHYTh TPAaBMBbI WJIM CUTYallH,
TpeOyrolIye HeOTIOKHOTO BMEIIATEIbCTBA.

— Bpauy otaeneHus HEOTIOXKHON ITOMOIIN PEKOMEH-
JIOBAHO He3aMeJINTEILHO CBSA3aThCS C LIEHTPOM Jie-
YyeHUS reMOMWINK WJIU JIeYallliM BpauyoM TaiieH-
Ta 10 HOMEpY, YKa3aHHOMY B KapTOUKe MalleHTa;

— PexoMeHIOBaHO He3aMeIJINTETLHO BBECTH TIpeTia-
pat FVIII nng namyenToB ¢ remoduineii A 6e3 H-
ruouropos FVIII B no3e 50—60 ME/kr uiu rFVlla
B mo3e 90 MKT/KT IIJIsT TallieHTOB ¢ Ul A B citydae Ts-
XKeJIOM TpaBMBbI;

— IMauuenrtam ¢ ul'A, monyyaromum 3MULIA3yMa0,
MpenIovYTeHNE CIeayeT OTaaBaTh mpenaparam rkVlla;

— IIpu orcyrcTBuu npemnapatoB rFVIla BoamoxxHo rpu-
meHeHne AMKK B mo3e 15—25 Ex/kr, Ho He Goiee
100 En/xr/cyT;

— CosmectHoe npuMeHeHne AMKK 1 TpaHekcamoBoit
KHCJIOTHI CTPOTO ITPOTUBOITOKA3aHO [33] M3-3a ITOBHI-
LIEHUSI pUCKa TPOMOOOOpa30BaHUsI;

— PexomeHmoBaHO corracoBaTh HallbHEUIIIEE BEICHUE
MalreHTa ¢ FeMaTOJIOTOM.

I'maBa 7. Oka3aHue cTOMATOJOrMYECKON MOMOIIY NAIIEHTaM,

NOJIYYaloIMM SMHUIIM3YMA0

[Tpu aHaIM3e orepaTUBHBIX BMEIIIATEIbCTB, IIPOBE-
IEHHBIX B paMKaxX KJIMHUYECKUX MCCIeIOBaHMN, 0OHAa-
PYKEHO, YTO CTOMATOJOTMIECKIE MAHUITYJISIINM JaIle
OCJIOXKHSUTMCB TTOCIIEOTIe pAlIMOHHBIMK KPOBOTCUCHUSIMU
U TpeOOBAJIU TOMOJHUTEIbLHOM reMOCTaTUUECKOM Tepa-
mmu [46]. B cBA3M ¢ 9TUM Ipy OKa3aHUM CTOMATOJIOTH -
YeCKOU TTOMOIIN TAIIMEHTaM, TTOJIyJarOIIM SMUIIN3Y-
Ma0, pallMOHAJbHBIM BBIIJISIAUT MIPUMEHEHNUE aHTU (DU -
OPUHOJUTUIECCKUX MTPETIapaToB, HE3aBUCHUMO OT pHUCKa
ITOCJICOTIEPAlIMOHHOTO KPOBOTEUCHUSI, 1 O0JIee JacToe
Ha3HaueHUe podmIakKTHIecKnX 103 npernapaToB FVIII
v TTHII.

7.1. MNMpogurrakTUKa OCAOXKHEHWUI

— PexomeHmoBaHO 00yYeHME BCeX IMTAIIMEHTOB C TEMO-
unmreit mpaBuUIaM TUTHEHBI TIOJIOCTH PTAa;

— [ManmenTam ¢ reMmoduIneii ciieayeT peKOMEeHIOBaTh
HCTIOIb30BaHUE 3yOHO IETKN C MSITKOU MJIU CPeI-
HE-XXECTKOM IETUHOM AJIs1 CHUXKEHUS pUCKa TpaB-
MaTH3aIA JeCeH;

— PexoMeHmoBaHO TIpoBeneHNUE TTPOPIIAKTUICCKIAX
OCMOTPOB MOJIOCTH PTa He pexe 1 pa3a B 6 Mec;

— PexomeHmoBaHa nmpodeccrnoHaIbHas TUTHUCHIYC -
CKasl YMCTKa He pexe 1 pasza B 6 Mec it mpoduiak-
TUKW pa3BUTHSI Kapueca;

— B OonbIIMHCTBE cllyyaeB He TpedyeTcs mpoduiak-
TnIeckoe BBeaeHMe npemapatoB FVIII/ITII, me-
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pen mpodUIaKTUIECKUM OCMOTPOM I TTpodheccH-
OHaJIbHOI T'MTMEHNYECKOM YMCTKOI 3y0O0B;

— Jns1 CHUXKEHUS pucKa KpOBOTEUEHMSI BOBMOXKHO IPU-
MEHEHHE TpaHEeKCaMOBOM KMCIOTHI TP ITPOQheCCro-
HaJbHOM TUTMEHWYECKOI YncTKe 3yooB [47].

KommenTapuu

s 601bHBIX 2emopuaueit 8axicHO cOOMI00eHUe euUeHbl
noaoCcmu pma, 4mo nomMozaem npedomepamums pa3eumue
napodonmo3sa u kapueca [48, 49]. Kak mexcoynapoonsie,
maxk u Poccuiickue nayuonanbHble KAUHUMECKUE PEKOMEeH-
dayuu NOOYEPKUBAIOM BANCHOCMb Pe2YAAPHO0 NPOPUAAK -
MU1ecK020 0CMOMpPA U yxoda 3a NOAOCHbIO pma KaK 4acmu
Aeyenus eemopuauu oas demeii u e3pocavix [1, 32].

7.2. AabopaTopHbIi KOHTPOAb

— Ilpu IpoBeeHNM CTOMATOJIOTUUECKUX BMeIla-
TEJIbCTB PEKOMEHIIYeTCS OIMMPaThCsl HA aHAMHECTH -
YyecKue TaHHBIC U ITPOBOAUTH OTIpeAe/ICHIE HaIu-
yusi/orcyrcTBus nHTHONTOpa FVIII TotpKO B citydae
OTCYTCTBUS JAHHBIX M3 aHAMHE3a YUIM TIPU Pa3BUTUU
Ype3MEepHOTO KPOBOTEUCHUS TTOCIIC BMEIIATeIbCTBA;

— Y naumenToB 6e3 nunruoutopon FVIII no onepauun
PEKOMEHIOBAaHO MTOBTOPHO ITPOBECTH OIpeIeIcHIE
narnoutopoB FVIII yepe3 4 u 12 Hen 1Tociie UHTEH-
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cuBHoI1 Tepanuu nipenapatamu FVIII u nposenenust
XUPYPTUYECKOro BMelIaTebcTBa [1];

— He pekoMeH10BaHO OPUEHTUPOBATHCS HA Pe3yJIbTa-
ThI KJIOTTUHTOBOro Tecta AYTB y nanneHToB, 10-
JIyYaOIINX SMUAIIM3YMa0, M3-3a UCKAXKCHUS PE3YIIb-
TaToB [23];

— HeobxoamnMo mpruMeHsITh XpOMOT€HHBII METOJI C MC-
ITOJIb30BaHMEM OBIYBMX PEATCHTOB IS OTIPEACIICHUS
aktuBHOCTU FVIII 1 TuTpa mHrnOnTOpa y NalueHToB,
MOJyJarolyX SMULIM3yMa0 U1K OCTAaHOBUBILIMX Tepa-
K10 SMULIU3YMabOM MeHee 6 MeCsILIeB TOMY Ha3al.

7.3. AHecTe3noAormyeckoe nocoouve

— PexomeHmyeTcsT IpUMEHEHNE MECTHOM aHEeCTe3NNU
IT0 TIOKA3aHMUSIMMU;

— IIpouemypa MecTHOI aHeCTe3MU He TpeOyeT MO0 -
HurtenbHOTro BBeaeHus npenapatoB FVIII wam T
y MalMEHTOB, TOJIy4alolInX SMULIM3ymao [1];

— [1pu mpoBemeHNM aHEeCTE3NU PEKOMEHTYETCS MCTTIONb-
30BaTh MUHUMAJIFHO MHBA3UBHYIO OYKKAJIBHYIO MH-
(GUIBTPALINIO MJIN MHTPAIMTaMEHTApHbBIC MHBEKIIM.

KommenTapun

Jlocmynnocmo u 3¢hpgpexmusHocmy ANbMePHAMUBHBIX
nymeii 66e0eHUs MECMHbIX AHeCMeMUKO08 ¢ HU3KUM YPO6-
HeM PUcKa, makux KaxK UHMmpaltueameHmapHas aHecmesust
00H020 3Y0a uau OYKKaAbHble UHDUALMPAYUOHHBIE UHBEK -
yuu ¢ 4% pacmeopom apmukauna, aea0mes dggexmue-
HbIMU AAbMePHAMUBAMU OA0K A0 HUNCHE20 ANbBEONSPHOLO
Hepea u no3eoasiom 3p@OeKmuero npogooums Cmomamo-
noeuyeckue npouedypel [1].

7.4. I'emocraTuyeckas Tepanus npm
NPOBEAEHUU CTOMATOAOTMUYECKMX
MaHUNYASILUA

— OTMeHa WM U3MEeHEHHE PexKrMa BBEICHUS DMU-
nu3ymada B TeYEHME MPEJONEPAllMOHHOTO, TTEpU-
OIIePaIlMOHHOTO 1 MOCJIEONEPAlIMOHHOTO TIeproIa
He Tpebyetcs [15];

— Ilepen nmpoBeneHUEM CTOMATOJIOTMYECKUX BMEIIa-
TEJIbCTB PeKOMEHIOBAHO OIIEHUTH PUCK MECTHOTO
KPOBOTEUCHUS M IPUHSTDH pelliecHe 0 HEOOXOI1-
MOCTH TOTIOJTHUTEIFHOM TeMOCTaTUIECKO Teparu
(cm. tmaBy 2) [1, 50];

— PexoMeHIoBaHO TPUMEHEHME TPAHEKCAMOBOM KHC-
JIOTHI MECTHO WJIM TIEPOPAITBHO B 103¢€ 25 MT/KT KaxXK-
Jible 6—8 4 Ipu JTI00BIX CTOMATOJIOTMYECKMX BMEIIIa-
TEJIbCTBAX, HE3aBMCHUMO OT PHCKa ITOCIeONepaIiioH-
HOro KpoBoteueHus [1];

— He pexoMeHIOBaHO MOTOJHUTEILHOE BBEICHNE
npenapatoB FVIII unu rFVIla npu npoBeneHuun

14

MPOoPUIAKTHIESCKIX OCMOTPOB, TUTUEHNUYECKOM
YHUCTKE 3y0OB, JICUCHUN Kapueca 1 IIPOBEACHUN
AHECTE3WU Y MAIlMEeHTOB, MOJYJaOIINX SMHUIIN -
3ymab [1];

— PexoMeHImoBaHa TOIIOJHUTEIbHAS TeMOCTaTHIC -
CKag Teparnusi B IOCJIEONePallMOHHOM NEPUOE TIPU
IIPOBEICHNUH CTOMATOJIOTMYECKNX BMEIIATEIbCTB
C BBICOKMM PHUCKOM KPOBOTEUCHUS (CM. TJIaBy 2).
PexxyM ¥ MpomOJDKUTEIbHOCTh Tepaliui YKa3aHbI
BTa0d. 4,51 6;

— IlaunuenTtam ¢ ul'A, moayyaroinuM 3MULIU3yMao0,
MpearoyTeHue ciaeayeT otaaBaTh npemnaparam rEVlla;

— IIpu orcyrctBuu npemnapatos rFVIIa BoamoxHo npu-
MmeHeHne AVMKK st mpoduiaakTukn/0CTaHOBKHU
KpoBoTeueHuii B mo3e 15—25 En/kr [28, 30, 32];

— IIporuBomnoka3aHo coBMecTHoe npuMmeHeHrne AMKK
1 TPaHEKCAaMOBOU KUCIOTHI [33] BBUIY MOBBIIICHMS
puckKa TpoM0000pa30BaHUSI;

— IMocne ynanenust 3yda peKOMEHIOBaHO HAJTOXKECHIME
JABSIIEH TTOBSI3KY Ha TYHKY, MECTHOE IIPUMEHEHME
AaHTU(GUOPUHOIUTUKOB ¥ TeMOCTAaTUIECKON TYOKH
VIV HaJIOXKEHUeE 1IBOB Ha paHy [1]. BoaMoxHo ripu-
MEHEHNE TeMOCTaTUICCKOM (3KeJIaTMHOBOI) TYOKH
WA MapJid, TIPOITMTAHHON TpaHEKCaMOBOM KHCIIO-
TOWM, IJIS yIydllIeHUsI MECTHOTO remocTasa [51];

— B mmocieonepaiimoHHOM TIeproe IMalieHTaM peKo-
MEHIOBaHa MsITKasl I1eTa B TeueHue 3—>5 mHeit 1 6e-
peXKHas YMCTKA JISI COXPAHEHUS CTYCTKA U 3aXK1B-
JIEHUS paHbl B IyHKe 3y0a [1];

— IManmeHTy HEOOXOOMMO IaTh PEKOMEHIAIINU O He-
OTJIOKHOM O0paIleHNH K Bpady/B CKOPYIO TTOMOIIb
IIPY TIPOIOKUTEIILHBIX KPOBOTCUCHUSIX Y/ MU 3a-
TPYIHEHUSIX C pEUbI0, [IOTAHUEM WY IbIXaHUEM T10-
CJIE CTOMATOJIOTUYECKOI OTIepalli.

KommenTapuun

Cucmemmble uiu mecmuvie AHMUPUOPUHONUMUKU
(Hanpumep, mpaneKcamogas Kucioma) ek mugHuL npu
nposedeHUU CMoOMamon02U4ecKux eMeuamenscme U mMo-
2ym CHU3UMb NOMPEOHOCMb 8 3aMeCmUmMenbHol mepanuu
gaxmopamu uau I [47, 53, 54]. 1. Hewson u coasm.
onybaukosaiu Kaunuueckue ucxoowvt 113 ydanenuii 3y606
y 37 nayuenmos c eemouaueil u 13 nayuenmog c 6one3-
Hbto0 Bunnebpanda. 31 yoanenue nompebosano xupypeuue-
CK020 eMewamenvcmaa. Jlns npogunaxmuku KpogomeueHus
NPUMEHSNACH MPAHEKCAMO08asl KUCAOMA U YILUGAHUEe AYH-
KU, 3amecmumensvHoil mepanuu He npogodunoce. Ilocireo-
nepayuoHHoe KposomeueHue Habaodaiocy moasvko y 4 na-
yuenmog uz 50 [55].

Y nayuenmos, noayuarouwux smuyuzymaod, modic-
HO NPUMEHIMb MPAHEKCAMOBYI0 KUCAOMY He3a8UCUMO
om Haauyus/omcymcmeus: uneuoumopoe k FVIII, mak
KaK c021acHo co8pemMeHHbIM OAHHbIM IMULU3YMAO He 61U~
sAem Ha 6e30nacHocms u/uau Aghgexmuenocms mpanekca-
Mmoeotl kucaomot [30, 31].
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Tabanua 4. PekomeHnayemas remocrarmyeckasl Tepanus npu nNpoBeA€HMM CTOMATOAOTMYECKUX BMEIIATeALCTB Y MNauMeHToB
C remoq)u/\ueﬁ A 6e3 uurnourtopos FVIII, noayuatommx smmuumnsymao [52]

Bun Beenenue FVIII IToBTOpHOE AHTUDUOPUHOIUTUIECKIE
BMEILLATEIbCTBA Tepel BMeIaTeIbCTBOM* BBeneHue FVIII CpeacTBa
TIpodeccronanbHas He tpebyercs TIpu TpaBMe NECHBI UM PAa3BUTUU TpaHekcamoBas KucaoTa
TUTMEHUYEeCcKasl YUCTKA TeMaTOMbI/KPOBOTEUECHHMSI B 103€ TSI TIOIICPKAHUS B CTaHIAPTHBIX 103aX

3y00B

TepaneBTuueckoe JieueHue He tpebyercs
(JleyeHue Kapueca,

yCTaHOBKa IJIOMOBI U T.11.)

BoccTraHoBuTEIBHOE He tpebGyercs
Jie4yeHue (MOCT, KOpOHKa

M T.II.)

J1o 11e71eBOi aKTUBHOCTH
FVIII 80—100%

VYnanenue 1 3y6a

aktuBHocTH FVIII 30—40% no octraHOBKA
KPOBOTCUEHMS

I1pu TpaBMe A€CHBI WM PA3BUTUU
reMaTOMbI/KPOBOTEUEHUSI B 103€ IS TIOIEPKAHUST
aktuBHoctu FVIII 30—40% 1o octraHOBKHU
KPOBOTEUECHUST

I1pu TpaBMe A€CHBI WIIA PA3BUTUU
TeMaTOMbI/KPOBOTEUEHMSI B 03€ [UTST TIOIICPKAHMS
akruBHoctu FVIII 30—40% mo ocraHOBKU
KPOBOTEUEHUST

[1pu TpaBMe AE€CHBI WA PA3BUTUU
reMaTOMbI/KPOBOTEUEHMsI B JO3€ [UTS TTOMIEPKAHUS
uenesoii aktusHoct FVIII 30—40% no octaHOBKI

1—2 nust

TpaHekcamoBas Kucjaora
B CTAHIAPTHBIX 103X
3—5 nHeit

TpaHekcamoBasi KMcjaoTa
B CTAHIAPTHBIX 103X
3—5 nHeit

TpaHekcaMoBast KHCJIOTA
B CTAHIAPTHBIX 103X
3—5 pHeit (MOJIOYHBIE 3y0bl)

VYnaneHune HeCKOIbKUX
3y0OB Ha OITHOI CTOPOHE,
yhoajieHue ¢ OCIOKHEHUEM,
VIMITTAHTAIUS U T.1I.

J1o 1ieneBoi aKTUBHOCTH

80—100%*

KPOBOTEYECHMUA

Yepe3 8—12 "acoB mociie mporieaypsl U Kaxkabie 12—
24 yaca TeueHue 2—3 IHE B 103¢€ VIS TOAACPKAHUS

akruBHOcTH FVIII 30—40%**

7—10 nHeit (MOCTOSTHHBIE
3yObI)

TpaHekcamoBasi KUCJI0Ta
B CTAHIAapPTHBIX 103aX
10 mHeit

Tpumeuanue. * — nns pacuyera no3wl penaparta FVIII mist pazoBoro BBeaeHUsT UCITONB3YITE ClIEAYOIIYI0 (DOPMYITY:
Pazosas noza (ME) = Bec (kr) - oxxumaemoe nosbiiieHue aktusHoctu FVIII (ME/kr) - 0,5;

ok CUTYalIMOHHO B 3aBUCMMOCTHU OT BbIPAK€CHHOCTHU IMOBPEKIACHUA NIECHDbI, HAJTMYMS BOCIIAJICHUSA U T. .

Tabanua 5. PekomeHAayemasi remocTaTuyeckas Tepanus npu NpoOBEA€HUM CTOMATOAOTMUYECKUX BMelaTeAbCTB Y NauMeHToB
c ul'A, noAyuarommx smuum3symao

Bun Ho3za ITHIT IToBTOpHOE BBEIEHME AHTUDUOPUHOIUTUYECKHE
BMeIIaTEIbCTBA nepea BMelaTeJIbCTBOM TTILT cpencTBa
TTpodeccronanbHas He tpebGyercs Her TpaHekcamoBasi KUCJI0Ta

TUTUCHUYECCKasA YUCTKaA 3y6013

TepaneBTuueckoe JieueHue
(yledeHue Kkapueca,
yCTaHOBKa TJIOMOBI U T.1.)

BoccraHoBuTenbHOE
JiedeHue (MOCT, KOpOHKa,
rnjaomoba)

VYnanenue 1 3yda ¢ 1 KopHem

VianeHue HeCKOJIbKUX
3y0O0B, ylajeHue

C OCJIOXKHEHUEM,
MMIUTAaHTAWS U T.10.

He tpedyercst

He tpebyercs™

rFVIla
90 MKT/KT OMTHOKPAaTHO
3a 15 MUH 10 BMEIIATEeIbCTBA

rFVIla
90 MKI/KT OTHOKPAaTHO
3a 15 MMH 70 BMeIIaTeIbcTBa

[1pu TpaBME NeCHBI WM Pa3BUTUM
TeMaTOMbl/KPOBOTECUEHHUSI
rFVIla 90 MxT/KT Kaxabie

2—4 9 10 OCTAaHOBKM KPOBOTEUEHUST

I1pu TpaBMe IeCHBI WU Pa3BUTHH
TeMaTOMBbI/KPOBOTECUCHUSI
rFVIla 90 MKr/Kr kaxbie

2—4 4 10 OCTAaHOBKY KPOBOTEYEHMSI

[Tpu pazButum
TeMaTOMbl/KPOBOTEUEHUSI
rFVIla 90 MKr/Kr KaxIbie

4—6 4 10 OCTAHOBKM KPOBOTECYECHUST

rFVIla 90 MKr/Kr kaxible
2—4 4 B TeyeHue 2—3 nHeM
(cortacHO KJIMHUYECKOM KapTUHE)

B CTaHIAPTHBIX 103aX

TpaHekcamoBas KucaoTa
B CTaHIAPTHBIX 103aX 3—5 nHeit

TpaHekcamoBasi KMCI0Ta
B CTaHAApTHBIX 103aX 3—5 nHel

TpanekcamoBasi KUCJIOTa
B CTaHIaPTHBIX 103aX
3—5 pHeii (MOJIOYHBIE 3yObl)
7—10 nHeit (MOCTOSTHHBIE 3y0bI)

TpaHekcamoBasi KHCJIOTa
B CTaHIAPTHBIX H03ax 10 qHei

Tlpumeuanue. * — pexomeHnoBaHo Beect rFVIla B no3e 90 MKr/Kr, ecjii HET BO3MOXHOCTH HAOJIIOIGHUS 32 MAaLIMEHTOM B MTOCJIEONepaliMOH-

HOM TI€pUOIe
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Tabanua 6. PekomeHayemas remocraTuyeckasi Tepanus nNpyu NpOBEACHUM CTOMATOAOIMYECKMX BMeIaTeAbCTB Y NauneHToB
¢ ul'A npu otcyTcTeum npenapartos rFVila

Bun Jo3za [T IToBTOpHOE BBENEHME AHTHGUOPUHOTUTHYECKIE
BMeEIIATEIbCTBA nepea BMeaTeIbCTBOM TTILT cpencTBa
IMpodeccuoHanbHas He tpebyercs He tpebyercs TpaHekcamoBas Kucjaora

TMTMeHUYecKast YucTka 3y00oB B CTaHAAPTHBIX 103aX
TepaneBTuyeckoe JieueHUe He tpebyercs TosbKO Mpu pa3BUTUU TpaHekcamoBasi KMCI0Ta
(JleueHune Kapueca, yCTaHOBKa TeMaTOMbl/KPOBOTEUEHHUSI B CTaHAAPTHBIX 103aX
TJIOMOBI U T.11.) 3—5 nHei
BoccraHoButenbHOE Jie4eHUE He tpebyercs IIpu TpaBMe ECHBI UM PAa3BUTUU Hert
(MOCT, KOpOHKa, TIomM0a) reMaTombl/KpoBoTeueHuss AUKK
15—25 ME/kr kaxnpie 12 1

IO OCTAHOBKY KPOBOTEUEHUSI

Vnanenue 3y6,/3y00B, AUNKK 15—25 ME/xr Tlpu pa3BUTUU FeMaTOMbI/KPOBOTECUCHHUS Her

Yoaj€HUE C OCJIOXKHEHUEM,
UMIUTaHTalusg 1 T.1.

AUNKK 15—25 ME/KT Kaxkmbie
12 9 10 OCTAaHOBKM KPOBOTEUEHMS

3a 30 MUH 10 yoajaeHust

Inasa 8. IIpnioxenus

I aTan
MNoaroToBKa K onepauun

Il atan
OnepaunoHHbIN

Il sTan
MocneonepaunoHHbIN

Onpegnenutb akTuHocTb FVIII n Hanuuue unruéutopa FVIII

OnpenenuTb Hanuune Apyrux (GaKTOPOB, BNAILLMX Ha reMoCTa3:

OTMEHUTb NpUMeHeHHe NPenapaTos, BAMAILLIX
Ha remocTas, 3a 7 Heil 4o onepaumu

3aboneBaHe neyeHu, noyex, npuem meankameHToB

0TmeHa 3M1um3ymaba He Tpebyetca |

Onpeuenmrb 06bem NaaHnpyemoro BMeLLaTebCTBa
W pUcK nocneonepawnoHHoro KpoBoTeyeHusa

HameTutb nnaH remocTaTyeckoi Tepanui

Y6eauTbea B goctatouHom o6beme FVII/MILA
npu HeobxoAUMOoCTI

Mpu HeobxogumocTy BBecTw npenaparbl FVIII/MLLA
nepez v MHTpaonepaumoHHo

| HameTutb nnaH remocTatuyeckoii Tepanun

Y6enutbca B JoctatouHom obbeme FVII/MILLA
npu HeobxoAUMOoCTI

| OnpenenuTb COCTOAHME reMocTasa

(KoppeKTMPOBaTb J03y/NPOAOIKUTENLHOCTD
TeMOCTaTUYECKOI Tepanum

| OueHuTb COOTHOLLIEHM PUCKOB TPOMB030B/KPOBOTEUEHNA

TTpUHATb petwieHyte 0 HeO6X0ANMOCTH
TpOMbonpodUNaKTUKM

Y naupenToB 6e3 unrnéutopos FVIIl fo onepaumy nposectn
KOHTPONbHOE 06CNe/l0BaHMe Ha Hanuume
uHrnbutopos FVIIl vepes 4 n 12 Hegenb

Cxema 1. dTanbl NAAHOBOTO XMPYPrM4eCcKOro BMelaTeAbLCTBa y NauMeHTa, NoAyHalowero 3Muum3yman.
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| OﬂepaTVIBHOE BMeLLaTeNbCTBO C HU3KUM PUCKOM KpOBOTEYEHNA |

'

OTmeHa amMuumM3ymaba He Tpebyetca

'

| Onpepenenue Hanuuna/otcyTcTBuA uHrnbutopos FVIII |

'

AHecTe3nonoruyeckoe nocobue

BBepeHue
TpaHeKcamoBoil I
KMCNOTbI COBMECTHO
¢ AVIKK 3anpeuyeto TeMocTaTUyeckan Tepanis MocneonepauuoHHoe BeaeHie
|
Y I

[
OTCyT(TBVIE KpoBOTEYEHNA

Habnioaenne

1
Yepe3 41 12 Hegenb

| TpaHekcamoBas KICNO0Ta 3a 2 Yaca A0 BMeLLaTenbCTBa |<7
Beepenue FVIII/MLIA Mpu HeobxogumocTn ——

HEAOCT&TO‘] HbIli reMocTa3

v

(xema N°4 pna UTA
(xema N5 ans HelTA

Onpepenenue uHrubutopos FVIII
noC/e onepaLyi Y nauneHTos
C HenHr6utopHoii popmoii A,
eCn nauveHT nonyyan npenapatbl FVIII

Cxema 2. AATOPUTM NPUHATHS pellieHuii NPy NPOBEAeHUU XUPYPruveckoro BMelareAbCTBa C HU3KMM PUCKOM Nocaeonepa-
LIMOHHOrO KPOBOTEYEHUS Y NaUMeHTa, NOAYUaloWero sMUumM3ymao.

| OnepaTvBHOe BMeLLaTeNbCTBO C BbICOKUM PUCKOM KPOBOTEYEHMA |
12

| OTmeHa amuLu3yMaba He Tpebyetca |

l—{ Onpenenetve Hanuuua/otcyTcTaua uHrbutopos FVIII

v

MauweHT ¢ remodunueii A 6e3 nxrnbutopos

Mpenonepauuonto FVIII | Temoctatnyeckas Tepanusa [emocTaTnyeckas Tepanus _>| TMocneonepaLoHHoe Beetre

30—40 MuHYT 40 BMeLLaTeNbCTBA npy Hanuunn rFVla npu otcyTcTBum rfVila

+ TpaHeKcamoBas Kucnota ¥ v l
3a 2 yaca 10 BMeLLaTeNbCTBa
MpeponepavmonHo rFVila MpeponepauoHo AVKK B po3e 15-25 El/kr
3a 15-30 MMHYT J0 BMeLLaTenbCTBa AUKK B po3e Kaxable 12 yacos
WnTpaonepaumonHo FVIII [emocTaTnyeckas + TpaHeKcaMoBast KUCIoTa 15-20 ENl/kr (e Gonee 100 EJl/kr/cyT)
npu HeoBxogumocTH Tepanua 3a 2 Yaca 10 BMeLLaTenbCTBa ¢ 7
Ou6pUHOBBIVE KNeii, reMocTaTiyecKan Bsepenme YctaoeKa fpenaxeii
ry6Ka f1nA CHIDKeHNA loBTopoHoe BBeaeHue rFVila TpaHeKcamoBoi 1PV NONOCTHbIX OMepaunax
MECTHOTO KpOBOTeYeHNA npy HeoGXoAMMOCTH Yepes 2-3 vaca KUCNOTbI COBMECTHO
Mocneonepaumontoe | | nocsie nepBoii MHy3um c AVKK 3anpeweno
BefieHme v v
TemoctaTinyeckas Tepanua FVIII/rFVila OubpuHoBbII Kneil, (OubpuHoBbIii Kneil,
(cm.Tabn. 1) remocTaTuyeckas rybka Ana CHKEHNA | | reMocTaTiyeckas rybka An CHkeHua
MECTHOTO KpoBOTeUeH!sA MECTHOTO KPOBOTeYeHMA
YcTaHoBKa AipeHaxeli
Ny NONOCTHBIX ONepaLnax
Onpepenenve uHrunbutopos FVIII yepe3 4112 Hepenb
1oCIe OnepaLy, eClivt NaLMeHT nonyvan  f<—————
npenapatbl FVIII

Cxema 3. AATOPUTM NPUHSTUSA pelieHnin NPU NPOBEAEHUN XUPYPrMYecKoro BMeLaTeAbCTBA C BLICOKUM PUCKOM MOCA€Ore-
PaUMOHHOIO KPOBOTEUEHUS Y MALMEHTa, MOAYHAIoWero sMUUN3ymao.
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| OuieHKa Heo6XOAMMOCTY NeueHNA KPOBOTeUEHNA |
[
T 1
He TpebyeT neuenna Tpebyet nevenus
HabniofeHue + TpaHeKcamoBas KICIoTa | | Mpenapar rFVila goctynen? |
I
T 1
JI Her
TemocTatiyeckan Tepanusa TemocTatiyeckan Tepanusa
npu Hanuuuu rFVlla npu otcytcTaum rFVila [Tpu MHTEHCUBHOM KpOBOTEYeH!I
no3a ANKK 25-50 En/kr,
Ho He Gonee 100 En/kr/cyT
rFVIla 90 mkr/kr + AUKK 15—25 En/kr kaxable 12 yaco,
TpaHeKcamoBas K1CIoTa Ho He 6onee 100 Ea/kr/cyT
v v BBepeHune TpaHeKkcamMoBOIi KNCNOTbI
k coBmecTHo ¢ AUKK 3anpeweHo
poBoTeyeHue OueHka SPPeKTUBHOCTY NeyeHua OueHka yepes 24 vaca
0CTaHOBNEHO yepe3 2 vaca
T T [Nunamuka
KpoBoTeueHue npogonxaerca KpoBoTeueHue ocTaHoBNeHO nonoxurenbHaa
v v
3aBeplueHve Tepanun
P P rFVlla 90 mr/kr kaxpble 2—4 yaca + 3aBepLueHHe Tepan MpogomkeHie Tepanim
TPaHeKcamoBas KHCIoTa [0 0CTAHOBKM KPOBOTEYeHMA
! ;
Kposoteuenue OueHka nocne 2—-3 BBeeHNii
0CTaHOBNEHO rFVlla
T
[JnHamuka nonoxwrenbHas
2
rFVIla 90 MKr/Kr Kaxable 2—6 4acoB +
TpaHeKcamoBas K1CIoTa
[10 0CTAHOBKM KPOBOTEYeHMA

Cxema 4. AATOPUTM NPUHSTHS pelieHnii MPU 0CTaHOBKe MOCAeONepauMoOHHOro KpoBoTeveHus y naunenTta ¢ ul'A, noayyato-
wero 3mMuum3ymao.

| OueHKa KpoBoTeyeHua |
[

Tpebyer neuenus He petyer neyetua

1-3 BBeaeHue npenapara FVIII | Habntopenve + TpaHekcamoBas Kucnota
B 1103e 40-50 ME/kr
+ TpaHeKcaMoBas Kucnota

!

OueHKa 3QeKTMBHOCTU remocTasa |

KpoBoTeueHue ocTaHoBNEHO Yactnuxo Het auHamuku
Mpogomxuts BBeaeHne FVIII l
B MIPEXHEM pexume VicknioumTh Xupypruveckoe
3aBepLueyte Tepaniu 10 KYNMpOBAHIA KPOBOTEUEeHUA KpoBoTeyeHue

Cxema 5. AATOPUTM NPUHSTUS pPeleHii NPU OCTAaHOBKE MOCAEONepaLMOHHOIO KPOBOTeYeHUs y naumeHTa ¢ remoduaneii A
6e3 nuruouropos FVIII, noayyaiomero smmumsymao.

Bkuan aBTopos. Bce aBTOpbI B paBHOM cTeneHu yya- DTnyeckoe yreepxaenne. He TpedyeTcs.
CTBOBAJIM B pa3pabOTKe METOIMYECKUX PEKOMEHAAINI,
MOJTYyYeHUN U aHan3e (HaKTUIeCKUX NaHHbIX, Ham1ca- Nudopmanus o hpuHaAHCUPOBAHUN. ABTODBI 3aBJISIIOT
HUU, PeNaKTUPOBAHUU, TIPOBEPKE U YTBEPXKIECHUMN TeK- 00 OTCYTCTBUM BHENTHETO (DMHAHCUPOBAHMUSI ITPU MTPOBE-
CTa METOIMYECKUX PEKOMEH/IAIINA. JIEHUW UCCIIEIOBAHUSI.
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