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Rare bleeding disorders include inherited deficiencies of fibrinogen, factors (F)II, FV, FVII, FX, FXI, FXII, and FV + FVIII, as well as
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Bgenenue ctbio dakTopa (F) M KIMHUYECKUMU MPOSIBICHUSIMU,
OcobeHHocThi0o  peakux  koarynonatuit  (PK) mo3ToMy OCHOBHOIT aKkIIeHT B Tepanuu U MpohUIaKTH-
B OTJIMYME OT OoJiee pacIpOCTPaHEHHBIX TeMOMUIMM Ke JeslaeTcs He Ha MpolieHTe akTuBHOCTU F, a Ha mep-
A u B gaBngercs cnabasi Koppeasuus MeXIy aKTUBHO- COHAJbHOW WMCTOPUU TSIXKECTU U TMPOAOJLKUTEIbHOCTU
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

3IM30/I0B KPOBOTEUEHUI, YTO TpedyeT KpailHe pa3HO-
obpasHoro noaxoaa. Eine omHoli mpobieMoit ocTaeTcs
HEIOCTaTOUHOE KOJIMYECTBO KOHIICHTPATOB IJisI BCEX
neduInTOB — Ha JAHHBIH MOMEHT pa3padoTaHbl KOH-
uentpatel aisa FI, FVII, FXI u FXIII, nostomy nisa
ocTajnbHbIX F omumsmMu BeIOOpa OCTaeTCsl MCIOJIb30Ba-
HUe cBexke3daMopokeHHoM mia3Mbl (C3I1), kpuonpenu-
muTaTta, KoHleHTpara F mpoTpoMOMHOBOro KomILiekca
(KIIK) [1]. B ctathe paccMOTpeHBI BapUaHTHI JICUCHMUS
¥ TpoUAaKTUKU 1ePUUTOB peakux F.

Jleuenue nanuenTos ¢ nepunurom FI — dpudpunorena

JIns MabIX omiepaTUBHBIX BMEIIATEIbCTB U B CIIydasx
MUHMMAJIbHBIX TIPOSIBICHUN KPOBOTOYMBOCTH MOXHO
OrPpaHUYHUTHCS UCITOIH30BAaHUEM TPaHEKCaMOBOI KMCIIO-
ThI B 103¢ 20 MT/KT BHYTpUBEHHO (B/B) 4 pa3a B ieHb [2].

B ciryyae BhIpaskeHHBIX TeMOPParndecKux MposiBICHU I
MaIlMEHTHI HYXXIAI0TCS B TepaIliy IperapaToM, CoaepKa-
muM pudpuHoreH. KoHieHTpaT uOpUHOreHa MOJTHe
TOIbl YCIICIIHO TPUMEHSIETCS KakK JJIS Tepallii OCTPBIX
KPOBOTEUEHUI1, TaK U C TTPOPUIAKTUIECKOI 1ITIbIO, B TOM
yuciie ¥ Bo BpeMsl bepemeHHocTtH [2]. K coxaneHuio, oH
He 3aperucTpupoBaH Ha Teppuropun Poccuiickoit Dene-
pauuu (P®), ¥ eTMHCTBEHHOM OILIMEH [UIsT JIEYEHMS TAKUX
nauueHToB octaroTcst C3I1 uam Kpruonpeuunmrar.

s neyeHus: cepbe3HbIX KPOBOTCUCHUM U IIPU KPYII-
HBIX OINEpPaTUBHBIX BMEIIATEIbCTBAX IMOKa3aHO ITPOBE-
JIeHWe Tepanuu KpuompeuunuratoM — 1 mosza Ha 10 KT,
B KpaiiHeM ciydae ucnonb3ytor C3I1 mng nmonmepxaHus
11eJIeBOro 3HayeHus puodpuHoreHa > 1 r/n [2].

Bo Bpemst 6epeMeHHOCTY peKOMEHIYETCS IMTOAIEPXKUBATh
KOHIIEHTpaLuIo (prubprHOreHa > 1 r/11, Bo BpeMs poioB 1 He
MeHee 3 IHel Tocye poropaspelieHus — Boie 1,5 r/m [2].

Hcnonp3oBaHue KPUOIMPELMITUTATA MPEATIOYTUTEIb-
Hee, TaK Kak coaepxkaHue (uOpUHOIeHa B KPUOIMPEII-
nuTare mpuMepHoO B 5 pa3 Beile, yueM B C3I1, coorBeT-

CTBEHHO U 00beM, TpeOyrolmiics nas1 uHdy3uu, B 5 pa3
meHbine [3]. Janee nmpuBeaeHa cpaBHUTEIbHAs XapaKTe-
pucTrKa conepxaHusi ¢puopuHoreHa u npyrux F B C3I1
M KPUOMIPELIMITUTATE, OAHAKO CTOUT CKa3aTh, YTO B OOJIb-
mmHcTBe LleHTpoB He mpoBoauTcs ctanaapTusanus C3I1
M KpUoIpeumnuraTa no ¢puopuHoreny (tadi. 1).

Jleuenne namuenTos ¢ nedunurom FII

Ha ceronnsmnuii genb KonueHtpat FII He pa3pa6o-
TaH, MO3TOMY ISl JIEUEHHUs] BO3MOXHO HCIOJIb30BaHUE
C3I1 mu6o HeakTuBupoBanHoro KITK [4].

ITokazaHusiMu K TIPOBEAECHUIO TIPOGUIAKTUYECKOMN
Teparmuyd MOTYT SIBISITBCS TSDKEIble TeMOpparnyeckKue
nposiaeHust win aktuBHocTh FII < 1 %. B ganHom ciy-
yae pPEKOMEHIOBAHO IIPOBOAUTH MPOMIIAKTHYECKHUE
3aMecTuTeNbHbIe TpaHcdy3um npenapatamu KITK B mo3e
20—40 (FIX) ME/kr Macchl Teja maluieHTa ¢ MTHTepBaJIOM
B 5—7 aHeit B uensx goctikeHust akrusHocty FI1> 10 % [4].

[Tpu nmpoBeAecHMM MaJIbIX OTIEPATUBHBIX BMEIIIATEILCTB
y AlIMEHTOB C MUHUMAaJIbHBIMU TeMOpparndecKMuMHU mpo-
SIBJICHUSIMU MOXHO OTPaHUYMTHCS MCIIONB30BAaHUEM Tpa-
HEeKCaMOBOI KUCIIOTHI B 103¢ 20 MT/KT B/B 4 pasa B IeHb [2].

B 1ensx KynupoBaHUsI BBIPAXKEHHBIX KPOBOTECUCHUIA,
a TakXke B MPOMUIAKTUYECKUX IIEJIX MPU MPOBEACHUMN
KPYITHBIX OMEePaTUBHBIX BMEIIATEeILCTB IIOKAa3aHO BBE/C-
Hue KIIK B no3e 20—40 ME/xr ¢ mocnenyoiieit nuHdpy3u-
eit mpenapata B o3¢ 10—20 ME/kr B TeueHue 48 4, ecnu
TpebyeTcs, B LeIsIX nmoaaepkanus akrusHoct F > 20 %.
ITpu orcyrcTBum KITK Takske BO3MOXHO MCIOIb30BaHUE
C3I1 B mo3e 15—25 ma/kr [4].

Ilepen pomopaspeliieHHMEM IAllMEHTKaM C aKTUBHO-
cteio F < 20 % pexkomennyercs Tepanus KITK B mose
20—40 ME/xr ¢ mocnenymwolieii mHby3Ueil Mpernapara
B no3e 10—20 ME/kr B Teuenue 48 4 nmu6o C3I1 B moze
15—25 mi1/KT, 4TOOBI TOOUTHCS MOBBIIICHUSI AKTUBHOCTH
F > 20—40 % Ha cpok He MeHee 3 AHel mociie poaoB [4].

Tabmua 1. lemocmamuueckue komnonenmet, 6xodsuue 6 kpuonpeyunumam u C311 [3]

Table 1. Hemostatic components in cryoprecipitate and FFP [3]

Kommnonent Ha 1 naker
Component Per bag
FXIII aK”I"I/I.BHOCTb, En 60 + 30
FXIII activity, U
FXIII anTurex, Mr

2 0,65+ 0,24
FXIII antigen, mg ’ ’
FVIII aktuBHOCTH, ENT

133 £37

FVIII activity, U 33
?HépHHOFCH (o Kiayccey), mr 183 + 44
Fibrinogen (Clauss assay), mg
?H?pnnoreﬂ (aHTUTEH), MT 319 + 76
Fibrinogen (ACL), mg
F Bunne6panna, anturex, En 181 + 53
VWF:Ag, U
F BuinebpaHnnaa, pucToleTMHOBAsI akTUBHOCTD, En 168 + 34
VWF:RCo, U B
O06beM makeTa ¢ KOMIOHEHTaMU KPOBH, MJT 213+2.7

Bag volume, mL

B1wmn Ha | maker B1wmn

PermL Per bag PermL
2,8 1,5 288 £ 77 1,2£0,3

0,031 £ 0,01 2,36 £ 0,76 0,0096 £ 0,003
6,3+1,9 265+ 83 1,1+0,3
8,8+2,6 725+ 199 2,9+0,6
15,2+4,2 864 + 327 3,52 1,0
8,627 218 £ 70 0,9+0,2
8,0+ 1,8 221 £ 65 0,9+0,2
— 245+ 29 =
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Jleyenune nanuenTos ¢ nedunurom FV

Ha panubiit MoMeHT KoHueHTpaT FV He pa3pabortaH
JUIS1 KIMHUYECKOTO IMIPUMEHEHUsI, [I03TOMY OITLIME JIeue-
Hus octaetcs C3I1 [2].

[Ipu npoBeaeHMM MaJIbIX OIIePAaTUBHBIX BMEIIATEILCTB
y HallUeHTOB C MUHUMAaJIbHBIMU TeMOPPAarnyeCKUMU IIPO-
SIBJICHUSIMA MOXHO OIPAaHMYMTHCS MCIIOJIb30BAaHUEM Tpa-
HeKCaMOBOM KMCJIOTHI B 1o3¢ 20 MT/KT B/B 4 pa3a B ieHb [2].

B 1ensix KynupoBaHuUsl BbIpaXKEHHBIX KPOBOTEUCHUIA,
a Takxke B NMPpOGUIAKTUYECKUX LEeISIX HPU MPOBEICHUN
KPYIIHBIX OINEPAaTUBHBIX BMEIIATEIbCTB PEKOMEHIOBAHO
npumeHeHue C3I1 B mo3ze 15—25 MJI/KT ¢ mocieayroiei
uHpy3uenr 10 mu/Kr yepe3 12 4 B LieasIX Moamep>KaHUs
aktuBHocty F > 15-20 % [2].

I[Ipu pas3BuTUM MHTUOUTOpA JTMOO HETOCTATOUHOM
appekTe C3I1 BO3MOXKHO MCTIONB30BaHUE KOHIIEHTpaTa
TpoMOoLUTOB (TaM coaepxkutcst 10 20 % FV) [5], onuca-
HbI yIa4HbIe ITOIBITKM MCIIOIb30BaHMS SMTaKora anbda,
KIIK [2].

PexoMeHpamy mno mnpoduIaKTUYECKOMY JICYEHUIO
MMalMeHTOB C TSKEIoi creneHbto nedunura FV He pa3pa-
6otaHbl. ECTh enMHMYHBIE COOOLIEHUS O TTPOPUIIaKTUYE-
ckoM pexume BBeaeHust C3I1 B moze 20—30 mi/kr 2 pasa
B Hepemio [2].

Bo Bpems GepemeHHocTM KoHuUeHTpauus FV, kak
MpaBujo, He moBbimaercd [6]. Takum oGpasoM, repen
poaopa3pelieHeM aleHTKaM ¢ akTUBHOCThIO F < 20 %
pekomeHayetcss uHby3us C3I1 B moze 15-25 mi/kr
JUISL JOCTMKEHMS LiejieBoii akTtuBHOctH F > 20—40 %.
B panbpHeiileM pekoMeHAYeTCS NPOBOAUTH WMHQY3UU
C3I1 B mo3e 10 mi/kr Kaxxasie 12 4 He MeHee 3 THeil, 4To-
ObI MoIepKUBaTh akTUBHOCTh FV > 20 % [2].

Jleyenune nanuenTos ¢ nedunurom FVII

Hcxons uz cnadoii koppensiiuu akTuBHOCTU F 1 Tsixke-
CTU KpPOBOTEUEHMI, peKOMeHIyeTcs B OoJiblleil Mepe
OIMPAThCS Ha KIMHUYECKHE TMPOSIBICHUS TeMopparuye-
cKoro cuHapowma [7].

JIns nedeHusT OCTPBIX KPOBOTEUEHU U B LIEJISIX TIepH-
oIepaTUBHOM MPODUIAKTUKY Y TTAIIMEHTOB C AeDULIMTOM
FVII pexomeHmyeTcss IpUMEHSITh aKTUBMPOBAHHBIN 311Ta-
kor anbda B mo3e 30—50 Mxr/kr 1 ganee 15—30 MKr/Kr
Kaxable 4—6 4 MM HEaKTUBUPOBAHHBIN I1J1a3MaTUYECKUI
koH1eHTpaT FVII B no3e 10—40 ME/Kr Macchl Tej1a maiu-
€HTa Kaxnble 4—6 4 10 KYIIMPOBAaHUS FeMOPParu4eckoro
CUHIpOMa WM He MeHee 3 BBeJeHUI B IpoduiiakTuye-
ckux uensx [4]. Takxke Bo3MoxkHO ucrojib3oBanue KITK
(pacuer mo3sl 1o FVII) muoo C3IT — 15 ma/kr[4].

IMaumenTaM ¢ akTUBHOCTBIO < 1 % U TSIKETBIMU TTPOSIB-
JICHUSIMU TeMOPParnyeckoro CUHIpoOMa PeKOMEHIO0BAaHO
MPOBeIcHUE PYTUHHOM MPODUIAKTUKN aKTUBUPOBAHHBIM
anrakorom anbda (20—40 mxr/kr 3 pasza B Hesento 6o 90
MKT/KT 1 pa3 B He/el0) WIM HeaKTUBUPOBAHHBIM TLTa3-
MartnyeckuMm KoHueHtpatoM FVII B noze 10—30 ME/kr
3 paza B Heneno [4].

[Tpu 3TOM OCTaeTcst OTKPHITHIM BOIIPOC, KaKasl aKTUB-
HocTh F TpeOyercst nmng mompaepxkaHus 3(EGeKTUBHOTO
remocTasa. Ilo mJaHHBIM IIBEMIIAPCKOTO HCCIICIOBAaHMUS,

caenayeT cuuTath 3p@ekTnBHON akTuBHOCTL FVII BhINIE
15 % [8]. 1o naHHbIM (enepanbHOI MEAULIMHCKOM T1aj1a-
Thl [epmaHum, pekoMeHa0BaHHAas1 aKTUBHOCTh F cocraBs-
JIgeT IS Majibix omepaiuii Bbiie 20 %, ISl KpYIHBIX
BMellarebeT — Boiie 40 % [9].

ITpu npoBeaeHUY MaJIbIX OIlePAaTUBHBIX BMELIATEIbLCTB
U B CIIy4asix MMHUMAJIbHBIX IPOSIBJICHUII KPOBOTOYMBO-
CTU MOXHO OrPaHMYMTHCS MCIIOJIb30BAHMEM TpaHEeKca-
MOBO#1 KUCJIOTHI B 03¢ 20 Mr/KT B/B 4 pa3a B IeHb JI100
MpUMEHEHUEM aKTUBUPOBAHHOIO 3ITAKOra ajibda B 103¢
30—50 MKT/KT OMHOKpPATHO [4].

Kenmmnam ¢ aktupHocthio F < 20 % B 111 TpumecTpe
OepeMEHHOCTH WJIM Xe TeM, Y KOO0 eCThb reMopparmye-
CKUIi aHaMHe3, IIpY IIPOBEICHUH OIIEPaTUBHOIO POAOPA3-
pelieHuss Tpebyercs NpodUIaKTUKa aKTUBUPOBAHHBIM
anTakorom ajibda 15—30 MKr/Kr Kaxiabie 4—6 4 He MeHee
3 gHeit, ocTaJIbHBIM XXeHIIMHaM ¢ aeduiurom F repanus
TpeOyeTCsl TOJIBKO IPU Pa3BUTUM BBIPAXKEHHOTO KPOBO-
TeueHus [4].

IIpu BweIOOpe mpemnapara FVII HeoOXxoaumo y4uThI-
BaTh, YTO aKTUBHUPOBAHHbII 3MNTAKOT ajlb(ha B CpaBHEHUU
¢ mazMatndyeckum KoHueHtparoM FVII moxkasan Gonee
OBICTPBII II€PUON IIOJNYBBIBEACHUS M 0o0Jiee BBICOKYIO
CKOpOCTb pacmpeaeneHus npemnapara [10].

Jleuenne namuenToB ¢ nedunurom FX

B OonbIIMHCTBE cllydyaeB MpU HEOOXOIMMOCTH IIPO-
BEJCHUSI IIEPUONEPATUBHON MPOGUIAKTUKMI IIPU MajbIX
OIlepPaTUBHBIX BMEIIATEIbCTBAX, a TAKXKE B LIEJISIX KYIIUPO-
BaHUsI HEBBIPAXKEHHBIX KPOBOTEYEHUIA JOCTATOUHO Orpa-
HUYMThCS MCIOJb30BaHUEM TPAHEKCAMOBOM KMCIIOThI
B no3e 20 Mr/Kr B/B 4 pa3a B IeHb [4].

J1st JIedeHUsI OCTPBIX KPOBOTEUEHUI U B LIEJISIX TIEPU-
OIePaTUBHOM NMPOGUIAKTUKMU Y MAlUEHTOB ¢ Aeduiim-
toM FX mokazano mposeneHue tepanuu KITK B mose
20—30 ME/xr ¢ mocnenymoiieii uHby3Ueil Mpemnapara
B no3e 10—20 ME/kr B TeueHue 24 4, eciu TpeOyeTcs.
LleneBoe 3HaueHue aktuBsHoctu FX cocrasiser > 20 %.
ITpu npumenennu KITK ¢ u3BecTHBIM CTaHIApTU30BaH-
HbIM coaepxkaHueM FX pacyer m03bl MOXKHO OCYILECT-
BJISATH IO HeMy, Npu TIpuMmeHeHun mnpemnapaToB KITK
C HeCTaHIApTU30BaHHBLIM/BapHUaOeIbHBIM COIEPXKAHUEM
FX — o FIX. I1pu orcyrctBun KITK Bo3MOXHO MCITONb-
3oBanue C3I1 15—25 mu/kr [4]. KonuenTtpar FX He 3ape-
rucTprpoBaH Ha tepputopun PO [11].

B umensx mnpenoTBpallieHMs pa3BUTUSI TeMOpparu-
YECKOr0 CUHAPOMA IMPU HAJIUMYMU MEePCOHAIbLHOIO WU
CEeMEMHOro aHaMHe3a TSDKEJIOr0 KJIMHUYECKOTo (PeHOTH-
Ma, MpeAlleCTBYIOIMX KPOBOTEUEHUI WIM IIPU CHIKE-
Huu aktuBHocTH FX < 2 % pekoMmeHayeTcsl IpoBeAcHUe
JOJITOBPEMEHHOI'O MPOGMIAKTUUECKOIO JIEYCHUSI C BBE-
nenueM KITK B mo3e 20—30 ME/kr Maccel Tesla malmeHTa
2—3 pa3a B HeIeo B LIESIX MOAAEPXaHUSI aKTUBHOCTU
FX > 1 % y B3pocnbix u > 2 % y neteil. AlbTepHaTUBHBIIA
BapUaHT MPOBeACHUS NPOMPUIAKTUYECKOIO JICUCHUS
MOXKET OBbITh UCITOJIb30BaH y IALIMEHTOB ¢ 6a30BOi1 aKTUB-
HocTbio FX <5 %: KITK B no3e 20—70 ME/Kr macchl Tesia
nauueHTa 1 pa3 B Hexmelnio [4].
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XKennmnam ¢ aktuBHocThio FX < 30 % Ha MOMEHT
poaopa3pellieHrs PEKOMEHIYeTCs IOMAepKUBaTh e¢ Ha
ypoBHe > 40 %, 3aTteMm B TeueHue 3 1Hei Ha ypoBHe > 30 %
[4]. [TpodunakTyeckoe edeHre BO BpeMsl OepeMeHHO-
CTH OOBIYHO He TpebdyeTcs, TaK KaK aKTUBHOCTb BO3pacTa-
eT pusnosiornyecku [6].

Jleyenue nanuenTos ¢ aedumurom FXI

B GoablIMHCTBE ciyyaeB MpU HEOOXOAUMOCTU ITIPO-
BEICHUS TEePUOIIePaTUBHON MPOMWIAKTUKHI TIPU MaJIbIX
OIepaTUBHBIX BMEIIATEIbCTBAX, a TAKXKE B LEISAX KyIH-
pOBaHUs HEBBIPAXKEHHBIX KPOBOTEYCHMI, B TOM YMCIE
MEHOpPparuii, 10CTaTOYHO OTPAHUYUTHCS NCTIO0JIH30BaAHN -
€M TpaHEeKCaMOBOIl KMCIOTHI B 103¢ 20 Mr/Kr B/B 4 pasa
B ICHb [2].

B Hacrosiiee Bpemst Ha Tepputopun P® He 3aperu-
crpupoBaH KoHueHTpaT FXI, mosTtoMy B ciyyae BbIpa-
JKEHHBIX KPOBOTEUCHMI ITOKA3aHO MPOBEICHUE 3aMeCTH-
tenabHOM Tepanuu C3I1 B noze 15—20 mi/kr [4].

Manbie onepalini, Takue Kak yaajieHue 3yoa, Tpeoy-
10T MPOBEICHUS COMPOBOANTEILHOM Teparuy TpaHeKca-
MOBOI1 KucjoToil (20 Mr/Kr) per os 1100 B/B B TeUCHUE
7 nHei1 [2].

Jna KpyImHBIX ONEpaTUBHBIX BMEIIATEIBCTB (TaKUX,
Kak oIepalydy Ha LEHTPaJbHOII HEPBHOU CHUCTEME)
akTuBHOCTH F moykHa momaepkuBaThbcsl Ha ypoBHe > 40
% BeCb UHTPAOIePALMOHHbIN MEPUOI 1 Ha IPOTSIKEHUU
7 mHei1 Tocie XUpypruiecKoro BMeIaTeabCcTBa, YTo Tpe-
OyeT mpoBeiaeHUs mnpodunakTuyeckoro BBeaeHus C3I1
B mo3e 15—20 mur/kr/cyt [2].

KpoBoTeueHust B mociaepoaoBoOM Ieproae TAKKE MOTYT
OBITH YCIICIIHO KYITMPOBaHbI IPUMEHEHUEM TpaHEKCaMO-
Boii kuciothl (20 Mr/Kr B/B 4 pa3a B neHb). [IpuMeHeHMe
C3I1 B mpouakTUYeCKMX LIeJIsIX, KaK MpaBujio, He Tpe-
OyeTcsT 1 MOXET IIPOBOIUTHCS MPU ONEPaTUBHOM POJIO-
pa3pellleHUM WIK Xe MPU BBIPAXKEHHOM KPOBOTCUCHUM
B aHaMmHe3e [2].

IManuenTs! ¢ nedpumrom FXI Ha poHe Tepanuy KOH-
LIEHTPaTOM MOTYT pa3BMBaTh MHTUOUTOPHI. CrIOHTAaHHAS
KPOBOTOUYMBOCTh Y JaHHBIX OOJIbHBIX B OCHOBHOM TaKXke
OTCYTCTBYET, HO MPU IJIAHMPOBAHUHU OIEPaTUBHOTO BMe-
1IaTeJIbCTBA YCIIEIIHO TMPUMEHSIETCS aKTMBUPOBAHHBIM
anrtakor anbda B no3ax or 15—30 no 90 MKr/Kr Kaxabie
2—44[12].

Jleyenune namuenTos ¢ nedunurom FXIIT

YuuThiBasi BBIPAXXEHHOCTh TIeMOPPArMYecKuX IIpo-
SIBJICHUM Y BBICOKYIO BEPOSTHOCTb KM3HEYIPOXKAIOLIMX
KPOBOTEUEHUI, PEKOMEHI0OBAHO CJIeIYIOLIEE.

J171s1 IedeHUsI OCTPBIX KPOBOTEUEHUIA U B LIEJISIX TIEPU-
oIepaTUBHOM MPODUIAKTUKY Y TTAIIMEHTOB C AeDULIMTOM
FXIII mokazaHo mpoBeaeHNEe Tepariy KPUOIpeUIInTa-
ToM 1 mo3a Ha 10 Kr Macchl Tejla TlalyeHTa, B ciaydyae ero
orcyrctBust — C3I1 B mo3e 15—25 mu/kr [2, 13]. MUcnob-
30BaHME KPUOIPELUNMUTATa TIPEANIOUTUTETbHEE, TaK KaK
conepxaHue GUOpUHOreHa B KpUOMPELUIIUTATE IIPUMEP-
Ho B 3 pa3a Briiie, yeM B C3I1, COOTBETCTBEHHO 1 00bEM,
TpeOyromuiics A UHQy3uu, B 3 paza MeHbiie [3].

Bce natmeHTsl, y KoTopbix aktuBHOCTh F < 10 %, mmoz-
Jiexar 00s13aTeIbHOMY IPOGMIAKTUYECKOMY JICYCHMUIO.
V 6onbHBIX ¢ akTUBHOCTBIO F 0T 10 10 40 % nipu ycnoBumn
TSDKEJIbIX KPOBOTEUYEHMIA TaKXKe HACTOSATEIbHO PEKO-
MeHayeTcs TnpodunakTuka [2]. Lenb nmpoduaakTuku —
JIOOUTBHCS TOBBILIEHUST YPOBHSI akTuBHOocT F > 20 %,
YTO [103BOJISIET M30€KaTh XKU3HEYIPOXKAIOIINX KPOBOTEUE -
Huit [14]. Jnsg npoduIakKTUKKA UCIIONb3YIOTCSI KpUOTIpe-
munuTat 1 mo3a Ha 10 Kr Macchl Teja malMeHTa KaXKable
4—6 Hen, 6o C3I1 — 10 mi/kr Kaxabie 4—6 Hen [2].

V nauuenTtoB ¢ pgepuuntom FXIII Bo3aMoxHO oOpa-
30BaHME MHIMOUTOPOB, YTO MOXET CUJIbHO IOBJIUSIThH Ha
tepanuio. [TpoToKoNOB JIeueHnsT THTUMOUTOPHOM (HhOPMBI
Ha JaHHBIA MOMEHT He cyliecTByeT. [IpuMeHsIOTCS Clie-
IyIoIIe IMpernapaThl ¢ pa3IunYHbIM YCTIEXOM: KOPTUKOCTE-
pouIbl, pUTYKCUMAa0, BHYTPUMBEHHBII UMMYHOIJIOOYJIUH,
cuposmumyc [15].

IIpodunakTukoii HeBbIHAIIMBAHUSA OEPEMEHHOCTU
SIBJISIETCST 00sI3aTe/IbHAsL Tepallusl, IpU3BaHHAsS IOIIEP-
>KUBaTh akTUBHOCTb F > 10 % Ha npoTskeHuu GepeMeH-
HOCTHU, Iepel poJopa3pelieHHeM TpeOyeTcsl IOIOJIHU-
TeabHOe BBeneHue F [2].

Ha nipoTsokeHuy MHOTMX JIET B MUPE YCIIEIITHO UCIIOJIb3Y-
10T KoHLieHTpathl FXIII. PaznuyaroT 2 KoHIIgHTpaTa — Ij1a3-
MEHHBIN, comepxamuii ode cyobennHuibl FXIII-A2B2,
U peKOMOMHAHTHbIN, KOTOPBIM IPUMEHSIETCS Y MaLEHTOB
¢ nedpekrom cyorenuunibl FXIII-A [16]. JanHble npena-
paThl He 3aperncTpUpoBaHbl Ha Tepputopun P® [11].

JleyeHue MaNMEHTOB ¢ KOMOMHHPOBAHHBIM Je(HIUTOM
FVu FVIII

JleyeHne maHHBIX OOJBHBIX CTAaBUT Tepen KIMHU-
LIMCTOM JIOCTaTOYHO CJIOXHYI0 3amady. s 3aMelneHust
FV KOHIIeHTpaT Ha CeromHsIIHUII IeHb He pa3paboTaH,
B kpuonpeuunurare u KIIK manubeiii F otcyrcTByer,
MO3TOMY €IMHCTBEHHOM OINLIMENA OCTAaeTCS NMPUMEHEHUE
C3I1. dnga zamemenus FVIII umeercs 6onbinoii apceHan
KOHIIeHTpaToB. Takxke Hao YUUThIBATh Pa3IMYHbIC IIEPHO-
Il MOy Ku3HU: 1j1s1 FV — 36 u, st FVIIL — 10—14 4 [17].

J1st JIedeHUsI OCTPBIX KPOBOTEUEHUI U B LIEJISIX TIEPU-
OIepaTUBHOM NPOPUIAKTUKN Yy TMalUMEHTOB C Jedu-
mutom FV + FVIII pexomennyercst mpumenars C3I1
B 1o3e 15—25 mui/kt, a Takxke kKoHieHTpara FVIII B nose
20—40 ME/kr, 4roOBl mMOmAEpPXKUBATH AaKTUBHOCTh
FV > 15-20 % u FVIII > 50 % [2]. [1pu HenocTaTOYHOM
a¢deKkTe ecTh COOOIICHHUSI 00 YIaYHOM KMCIIOJIb30BaHUM
aKTMBUPOBAHHOTIO 3MTakora anbda B 103e 90 Mxr/xr [18].

ITpu npoBeaeHUY MaJIbIX OIlePAaTUBHBIX BMELIATEILCTB
U B CIIy4asix MMHUMAJIbHBIX IIPOSIBJICHUII KPOBOTOYMBO-
CTU MOXHO OIPaHMYMTHCS MCIIOJb30BAHMEM TpaHEeKca-
MOBOI1 KUCJIOTHI B o3¢ 20 MI/KT B/B 4 pa3a B IeHb, JT100
MpUMEHEHUEM aKTUBUPOBAHHOIO 3ITAKOra ajibda B 103¢
30—50 mkr/kr omHokpatHo. IlpodumakTuyeckas Tepa-
My TalyeHTaM, Kak IpaBuiio, He Tpedyercs [2].

Bo Bpemsi OepemeHHOCTM KOHUeHTpauus FV, kak
MpaBUIO, HE TOBBIIIACTCS, MPU 3TOM akKTuBHOCTH FVIII
noBbIIIaeTcs 3HaunMo [6]. Takum obGpasoM, mepes poio-
paspelleHreM MmauueHTkaM ¢ aktuBHocThi0O FV < 20 %
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pexomMeHnyercsa uHby3us C3I1 B noze 15—25 mu/Kr, 4TO-
Obl TOOUTHCS MOBBILIEHUS €ro akTuBHOCTU > 20—40 %.
B panbHeiilieM pekoMeHAYeTCS MPOBOAUTH WMHQY3UU
C3I1 B mo3e 10 mur/Kr Kaxnple 12 4 He MeHee 3 IHEN,
yTOOBI MOIAEpPKMUBaTh akTUBHOCTE FV > 20 %; ecin
aktuBHocTh FVIII < 50 %, pekomeHmyeTcsi TPOBOIUTH
3aMeCTUTEJIbHYIO Tepanuio KoHleHTpaTom FVIII [2].

Jleyenne manyeHTOB ¢ KOMOMHHPOBAHHBIM IeduuuToM
BuTamMuH K-3aBucumbIx (pakTopos

OCHOBOIi JICUEHMS SIBJISIIOTCSL IMapeHTepabHas WU
nepopaibHas dopMbl BuTamuHa K1 (mpemapat He 3ape-
ructpupoBaH Ha teppuropun P®D) [11]. BonbiimHCcTBO
MMaLMEHTOB IOJHOCTbIO WIM 4YacTUYHO OTBEYalOT Ha
JAHHYIO Tepaluio, IpU 3TOM €CTh ClIydau, KOrma He
HaOJI0Ia0Ch TOBBbIIeHHE aKTUBHOCTU F. YuuteiBas
HEJIOCTYIIHOCTh Ipenapata BuTamuHa K, Ha Teppuro-
pun P®D, mo-BuammMoMmy, ajbTepHATMBHBIM BapUaHTOM
JIeYeHUs] TaKUX IMallMEHTOB B HAIllell CTpaHe SIBJISIETCS
NMpUMeHEeHWEe MeHaJuoHa HaTpusl Oucyibdurta. TeM He
MeHee 3(p@GEKTUBHOCTh M 0E30MaCHOCTh MPUMEHEHUS
JAHHOTO IMpelrapaTa y 3TMX [alMEHTOB HE OlieHEHa.
B ¢Bsi31 ¢ 0OTCYTCTBHEM BO3MOXHOCTU IIPUMEHEHMS BUTa~
MHHa K1 TepareBTUYECKOM OIIuelt sl TAKMX OOJbHBIX
ocraercsl npuMeHeHue 4-kommnoHeHTHBIX KITK B mose
20—30 ME/kr wiu C3I1 B mo3e 15—25 mu/kr [2].

B nutepatype onucan 1 ciyyait ynauHoii 6epeMeH-
HOCTHU M pOJOB Ha (poHEe MPOPUIAKTUUECKOTO JICYSHUST
BuTaMuHoM K| y mauuMeHTkn ¢ KOMOMHMPOBaHHBIM
neduuurom ButaMuH K-3aBucumsbix F. Ha mpoTskeHUM
BCceil 6epeMEHHOCTH OHa I10JIyyaia €XEIHEBHYIO IIPO-
¢bunaktuky Butamutom K| B nose 15 mr, Ha 38-i1 Heze-
JIe COCTOSUIMCH YIauHble €CTECTBEHHBIE PO, B IIOCJIE-
pPOIOBOM IIEPUOJAE B CBSI3U C KPOBOTCYCHMEM IIOCIIE
MMPOBEJAEHHON 3MU3MOTOMUM Obllia TpoBeleHa MHOY-
3us C3I1, Takum 06pa3oM, MOXKHO CIeIaTh BEIBO, UTO
MalMEeHTKM ¢ KOMOMHMPOBAHHBIM Je(UIIMTOM BHUTA-
muH K-3aBucumbix F Ha (oHe npoduiakTudyeckoit
Teparuy MOIYT BBIHOCUTH ILIOA 0e3 reMopparu4ecKux
smu3010B [19].

Tabmuna 2. 3asucumocms yposusa F om cmenenu kposomouusocmu [20]

Table 2. Dependence factor level and clinical bleeding severity [20]

3akiroyenne

BbipaxkeHHast KOppesLMs MEXAy aKTHMBHOCTbIO
F 1 TsoKecThIo reMopparnyeckoro CMHApoMa HabJlo1aeT-
ca npu aedpunure pudopuHoreHa, FX n FXIII, nns Bcex
OCTaJIbHBIX Je(ULIMTOB HabmogaeTcs aubo ciabdast Kop-
pensiius (FV, FVII u couetannsbiit nepunurt FV u FVIII),
6o koppensaiuu He Haomomaercs BoBce (FXI) (pucy-
HOK). TakuMm 00pa3oM, Mpu pelIeHUr BOIIpoca O IpH-
MEHEHMU NpOPUIAKTUYECKON Tepanuu s AeduinTa
¢udpunorena, FX n FXIII moxHO onupaThest Ha aKTUB-
HocTb F. 17151 Bcex ocTaabHBIX Ae(PUIIUTOB aKIIEHT TOJIKEH
JeIaThCsl Ha ydeTe IIePCOHAJIbHOTO0 IeMOpPParuyecKoro
aHaMHe3a, MPEeACTOSIIINX PUCKOB OIePaTUBHOIO BMeEIIa-
TEJIbCTBA U OLIEHKE MEXXIYHAPOIHOIO OIbITa (TadI. 2).

®ubpoHoren FV
Fibrinogen

FV+FVIII Vil FX FXI Xl

W Acumntomatuunel Asymptomatic M Grade| M Grade Il Grade Ill

Taxncecms cemoppaeuneckux nposieaenuii npu PK [20]

Severity of hemorrhagic manifestations in RBDs [20]

OcHosoit teueHusa PK ocraercs 3amelnieHune Hegocra-
romero F. Camoii onTuManbHOM Tepanueii IBiasieTcst mpu-
MeHeHMe KoHleHTpaTta F. Ha maHHBI MOMEHT MMeroTcs
konueHtpatsl FI, FVII, FVIII, FXI u FXIII — u3 Hux Ha
Tepputopun P® 3aperucTprpoBaHbl TOJIbKO KOHLIEHTpAT
FVII n aktuBupoBaHHBII amnTakor ajibda. [Ipenmyiie-
CTBaMM KOHIICHTPATOB SIBJISIIOTCSI BO3MOXHOCTb OITH-
MaJIbHOT'O JIO3MPOBaHUsI, Majiblii 00beM MH(Y3UH, peIKe
aJUIeprUYeCcKue peakilin; KOHLEHTPATbhl — BUPYCUHAKTH -
BupoBaHHbie. Ha Teppuropun P® paspelieH K UCIOJb-
3oBaHMio KITK, KOTOpbIii MOXET NPUMEHSITHCS IS

DuUOPUHOTEH, MI'/IT
Fibrinogen, mg/dL

FV, % 12
FV + VIIL, % 43
FVII, % 25
FX, % 56
FXI, % 26
FXIII, % 31

6
34
19
40
26
17

0,01 0
24 15
13 8
25 10
25 25
3 0

IIpumeuanue. Grade 1 — kposomeuenus nocie mpaem, npuMeHeHUs GHMUKOazyAsHmos/anmuaepeeanmos; Grade 2 — cnoHmanHvle MUHUMANbHBIE KPOBO-

meueHusi, Grade 3 — cnonmanHble KPYNHble Kpo8OmMe4eHUsl.

Note. Grade 1 — bleeding that occurred after trauma or drug ingestion (antiplatelet or anticoagulant therapy); Grade 2 — spontaneous minor bleeding;

Grade 3 — spontaneous major bleeding.
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tepanuu aepunura FII, FVII, FX, kpuonpeuumnurar
npu aebunure cdudbpuHoreHa u FXIII. Ilpomomkaer
mupoko npumeHaTbest C3I1, KoTopast HeCMOTPST Ha CBOIO
JIOCTYITHOCTh MMEET OOJIbIIOe KOJUYECTBO HEAOCTATKOB:
CJIO3KHOCTb aIeKBaTHOI'O TO3UPOBAHMS, PUCK IIePerpy3Ku
00BEMOM, PUCK Mepeaayn TPaHCMUCCUBHBIX MHMEKIINIA.
MBI HaxoauMCsl ellie B Havyajie IJIMHHOIO IyTH MOHMMa-
HUSI U OIIpelesieHUs] BEpHOM TAKTUKW B JAMArHOCTHUKE,

Tepanmuyu U MpOoGMIAKTUKE KPOBOTCUECHUI MPU PEIKUX
nepuumtax F. Ho Gmaromaps HapacTaiolmyM BO3MOXHO-
CTSIM JUArHOCTUYECKMX JIabopaTopuidi, MEeXIAyHApOIHOMU
KOOIlepallui y HAaC HaKaIJIMBAeTCSI OMBIT B MIOHUMAaHUU
GyHKIMM Kaxaoro u3 F u cucreMbl reMocTasa B 1IEJI0M,
YTO ITO3BOJIUT B OyayIIIeM NOOUThHCS eliie 00ee rTy0oKoro
MOHUMaHMSI (YHKIMM OpraHuM3Ma U, COOTBETCTBEHHO,
co3maTth 0oJiee YHUBEPCAIbHYIO TePaITrIo IS MallueHTOB.
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