KPUTNYECKUNE COCTOAHNA B TrEMATONOIMNN O NMOPTANE BCE CTATbI BECIMN/TATHAA ANATHOCTUKA
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@ K pegkyM HapyLleHUSIM cBepThiBaHMSA KpoBY (PHCK) OTHOCST MOHOTe€HHBIE KOATr'yJIOIaTUM, Bbl3BaHHBIE JeDULIMTOM
T1JIa3MEHHBIX O€JIKOB, YY4aCTBYIOLIMX B FeMOCTa3€e, He OTHOCSAILIMECS K 60r1e3HM Burniebpanga u remoounun A nnu B. PHCK
BKJIIOYAIOT HaCJIe[ICTBEHHBIE Je(DULIMTE] UJIM aHOMAaIuM QUOPMHOTreHa, IIPpoTpoM6OuHa (pakTopa II), paKTOPOB CBEPThEIBAHUS
kpoBu V, VII, X, X1, XII, XIII. Bce aTu HapylLleHMUs B [I04aBIISIOIEM OOJIBLIMHCTBE CIIy4YaeB IIPUBOAAT K HapYLIEHUSIM
bopMmpoBaHusa dubpmHa [1]. N\

FeMocCTaTHM4YeCKH [JOCTATOYHB1M YpoBeHb ¢pakTopoB II u X cocTaBnseT okoino 40% [1].

PHCK aBIsS10TCSA JOCTAaTOYHO PeOKOY I1aTOJIOren. PaclIipoCTpaHEeHHOCTD HACJIeICTBEHHOIO feduiinTa GaKTopa CBEPThIBaHUA
KpoBu II (mpoTpoM6bMHa) B 60NIBIIMHCTBE cTpaH cocTaBnsgeT 1:2 000 000 HaceneHusI, pakKTopa cBepThiBaHMSI KpoBu X - 1:1 000 000
HaceneHus [1]. HecMoTps Ha 9TO, BOIIPOC HasHadeHUs abPeKTUBHOM U 6e30I1acHOM Tepanuu rnanymeHTaM ¢ PHCK ocTaeTcd
aKTyaJIbHBIM.

[1g mocTaHoBKM auarHosa PHCK TpebyeTcs TilaTelbHad OLleHKa KIIMHUYECKMX NaHHBIX. [eMopparnyecKye rposaBIIeHUS
PHCK pasHoobpasHbl, M Ha IaHHBIM MOMEHT He ITPeCTaBIAeTCa BO3MOXHBIM BhIZIENIUTD CIIEMPUUECKUN CUMIITOM,
YKa3blBalOLIMY Ha KOHKPETHBIM AePULIUT GaKTopa. B cpaBHeHUM ¢ reMoQuiiuen Ipyu peakux geduumrax akTopoB
CBEPThIBaHMS HabJII04aeTCsa 60JIee BbICOKasd YaCTOTa HOCOBBIX KPOBOTEUYEHMM, KDOBOTEYEHMM U3 ITYIIOBMHHOIO OCTaTKa. [1pu
neduumTe pakTopa X HambOoJIee 4acTO Pa3BMBAIOTCS XXM3HEYIPOXKAalOIMe KPOBOTEYEHMS, TaKMe KaK KpOBOTEUEHME U3
IIYTIOBMHHOI'O OCTaTKa, KpoBoTedeHMd B ITHC, a TakXXe reMaToMbl B MATKMEe TKaHU ¥ TeMapTpo3kl [2).

AEONLUNT PAKTOPA Il N KMUHNYECKWE PEKOMEHAALNNA:
NMPENAPATDbI BbIbOPA N CTPATErsi BEAEHUA

COrJ1aCHO POCCUMCKUM KIIMHUYECKUM PEKOMEHAIIMAM I10 PeIKUM KOaryJiornaTuaM, KOHLIEHTPAT IIPOTPOMOMHOBOIO
KoMmIuiekca (KIIK) aBrseTcd rIpernapaToM Bbl6opa V HallMeHTOB C HaclleACTBEHHBIM JedunuToM dpaxkTopa Il

[Tpu HacnegcTBeHHOM fgebunute bakTopa Il pekoMmenpgyercd [1] mpoBemenne crielnduyecKoym 3aMeCTUTEIILHON TepaIluu
HeaKTVBUPOBAHHBIMU IIperiapaTaMM - IIjla3MaTUuYeCKUMMM OUMIIeHHbIMY BUPYC-MHAKTUBMPOoBaHHbIMM KIIK. [103a
rofnbupaeTcd MHAMBUOYAJIBHO, B 3aBUCUMOCTM OT cofepXXaHusi GakTopa Il B IIperapaTe ¥ MaccCkhl Tejla IaleHTa.,

[Tpu pacyeTe OO3bl U CXEMBL 3aMECTUTEIIBHOM Tepaluy HeOOXOOMMO YUUTHIBATh, YTO BBefeHMe 1 ME @akTopa Il Ha 1 KT Macchl
TeJsla raliMeHTa IIOBhIIIaeT ero aKTUBHOCTD, B cpefHeM, Ha 1,5-1,9%. CtaHgapTHasa TepaneBTudeckad gosa KIIK 20-30 ME/Kr
MacCChl Tejla IIaljMeHTa IIOBhIIIaeT aKTMBHOCTD IIJ1asMeHHoro @akTopa Il ;o 40-60% [1,3]. Y mmaliMeHToB ¢ aKTUBHBIM
KPOBOTEYEHMEM 9TOT II0Ka3aTellb MOXET ObITh MEHBbILIE.

[Tpu TSXKeNblX KPOBOTEUEHMAX UM OOJIBLINX XUPYPTI UUECKMX BMELIATENIbCTBAX YV ITAlMEeHTOB ¢ fedpuiynutoM dpaktopa II KITIK
Ha3Ha4YaeTCs B CTAPTOBOM Hacklllarouien go3se 20-50 ME/Kr Macchl Teria ralmeHTa C IIoCIeAVIOLIMMM ITIOBTOPHBIMU
MHQY3UAMM rperiapaTta B fo3e 10-30 ME/Kr Macchl Tesia ralyeHTa ¢ MHTepBaJlaMy B 24-48 4acoB [JIsI OCTYXKEHUA U

rogmep XaHus akTuBHOCTH pakTopa Il > 20%. To ecTh, cTapToBasi [o3a A pebeHka BecoM 10 Kr cocTanrsieT 200-500 ME (okoi1o
7-17 MI1I) ¥ KaXKaou IToBTOpHOM uHGY3uy - 100-300 ME (oxoro 3,5-10 mn). [1]

Taxxe pexoMeHngyeTcs [1] mpoBeeHMe TPOdUIIaKTUUECKOTO JIedeHMd ¢ BBegeHueM KIIK ¢ 11e71b1o IIpejoTBpalleH A
PasBUTHS TeMOPpParn4yeckKoro CMHAPOMA, IIPY HaJIMUYMUY IIePCOHAJIBHOIO UJIM CEMEMHOIO aHaMHe3a, TAXXEJIOr0 KJIIMHMUYECKOTr 0
(DeHOTNUIIa, IIPEeALIECTBYIOLIMX KPOBOTEYEHUN UM TIPU CHYXKEHMM aKTUBHOCTU QaKTopa Il < 1%. 1715 9TOro rnainmeHTaM C
nedbunmToM dakTopa Il BBoguTcs KITK B fo3e 20-40 ME/KI Macchl Tejla C MHTEPBAJIOM B 5-7 JHEU C LIeNIb0 JOCTVXKEHUS
akTuBHOCTM PakTopa Il = 10% (g pebenka maccou 10 kr 200-400 ME).

719 KyIIMPOBaHMSI JIETKMUX KPOBOTEUEHUY UJIM B CITy4dae IIPOBeJeHMd MaJIOT0 XUPYPIrMUeCcKOro BMellaTe/IbCTBA YV ITallMeHTOB
Cc oedpumuToM PakTopa Il peKoMeHJOBaHO Ha3HaueHMe TpaHeKCaMOBOM KMCIIOThL B [jo3e 15-20 MI'/KI' MaCChl Tejla IIallMeHTa
i 1,0 T X 4 pasa B CYTKH. [1]

CBEXXESAMOPOXXEHHA{A NNA3MA WIN KINK NP AEOUUNTE DAKTOPA X:
UTO NPEAMOYTUTENIbHEE N NMOYEMY?

COrmnacHO POCCUMCKUM KIIMHUYECKMM PEKOMEHOALMAM I10 peIKMUM KoaryonatusaM, KIIK TakxKe aBiisgeTcd
rIperapaToM Bbl6opa (1] v ITalMeHTOB ¢ HaclleCTBeHHBIM fedulmToM dakTopa X. B crydae HegocTyImHOCTH KITK
PEKOMEHIYETCS MCIIONIb30BaHMe KapaHTMHMU3MPOBAHHOM CBeXXe3aMOpPOXXeHHOM Iy1a3Mbl (C3T1) B fo3e 15-25 MII/KT
MacChl TeJla ITaljMeHTa, [IOBblIIaoLIel IJIasMeHHY0 aKTUBHOCTD pakTopa X 70 30-40% [1). IInsa pebeHka maccou 10
KT - 150-250 M.

OIHAaKO, B CBSI3M C O0JIbIUMMM 06 beMaMy BBoaguMou C3T1, maHHasI Teparus JOJIXKHAa MCIIONIb30BaThCsI TOJIBKO B
VICKJTIOUMUTENIbHBIX CITy4dasax. [Ipu reperpyske >XXUAKOCTbO BO3MOXXHO PAa3BUTME TaKMX OIIACHBIX OJI51 )XM3HY OCIIOXXHEHUM KaK
OTEK JIETKMX M TOJIOBHOI'O Mo3ra. [Ipu ripoBenennu Tepannmu C3I1 BBoOUTCS 1 pas3 B eHb 13 pacyeTa 20 MJI/KT. [ToO6OYHBIMU
spPexTamMu OT BBefeHMUs C3I1, TOMUMO ITEPETrPY3KM XMUOKOCTHIO, MOI'YT CTaTh aJlJIepruiecKye peakiumu u MHQeKLmun. Takxe
HeoO6XOOMMO OLIEeHMBATh HaJIM4dMe aHTUTEI K JIEMKOUMTAPHOMY aHTUTeHy U rnepenmBaTh C3IT TONIBKO IPY UX OTCYTCTBUM [4].

C LIeNblo OLleHKM 6e30r1acHOCTM npernapaToB KITK 6b11 IIpoBejeH aHaJIu3 TPeX IIPOCIIEeKTUBHBIX KIIMHUYECKMUX UCCIIeJOBAaHUN
C IIepMOOOM HabJIIOgeHUs 10 4 JieT. B Xo[e KIIMHNYECKMX UCCIIefOBaHMM 18 raljMeHTOB B Bo3pacTe =12 11eT 1 9 - o 12 et
rionnydanmy npemnapat KIIK B TeueHne 2495 nHen. B riepuop NIpoBeNeHUS JIeUeHUd V BYX ITAllMeHTOB 3aQUKCUPOBAHO b CIIy4YaeB
BO3HMKHOBEHUS ITO60UYHBIX 9PDEKTOB, pa3BUTUSI TPOMOOIMOOIINYECKIMX OCIIOXKHEHMM He OTMEeYasioch [4].

C LIE/IbIO NPODU/AKTUKN KPOBOTEYEHUN PEKOMEHAYETCA 20-40 ME/KI KINK 2 PA3A B HEAENIO [1]

[TpoBeeHMe OIIUTENIBHON IIPOPUITAKTUKM FeMOpparMm4yeckoro CMHAPOMaA V IMallMeHTOB IT0Ka3aHO IIPY Hallu4um
TIePCOHAJIbHOI'O MUJIM CEMEMHOI0O aHaMHe3a TSIXKEeJIOT0 KIIMHNYECKOro eHOoTHUIIa IIPeALIEeCTBYIOLIMX KPOBOTEYEHUIM UJIN TIPU
CHM>XEeHUM aKTUBHOCTU pakKTopa X < 2%.

[Tpu 60IBLIMX XUPYPTUUECKMX BMELIATENILCTBAX PEKOMEHIYEMEIE LleJIeBble MUMHMMAaJIbHblE YPOBHM PakKTopa X COCTaBIIAIOT
6oriee 20-30%, pekoMeHayeMas fosa 20-30 ME/KT riepep orepaluen 1 gasee 110 rnokasanusaM 10-20 ME/Kr kaxxable 24 4aca.
PexoMeHTyeMble JO3bl AJI JIeUeHUsT KpoBoTeueHUM cocTaBidoT 20-30 ME/KT, 11er1eBoM ypoBeHb dakTopa X > 40% [1].

B HacTosiee BpeMsi B PO sapeructpupoBaHhbl riperiapaTtel KIIK, cogepxxanime pakTop X ¢ AByMs MHH: @pakTopkl CBepPThEIBAHMS
kpoBu II, VIL, IX 1 X B KOMOMHALMY (IPOTPOMOMHOBEIM KOMITJIEKC) 1 GaKTOPhl CBePThiBaHUSA KpoBu II, IX 1 X B KoMb6MHaLIUK [1].
[Tpu BBemenuu KIIK B mo3e 1 ME/KT Macchl Tera malyeHTa akKTMBHOCTE (aKTopa X IIOBHBILIAETCH, B cpegHeM, Ha 2%, TaKuM
obpasoM, cCTaHapTHad TepareBTudeckasi fosa KI'TK 30 ME/KI Macchl Tera IalMeHTa IIOBbIIIaeT aKTUMBHOCTD I1JIa3MEHHOT0
daxTopa X 1o 40-60% [1].

IIpy TSDHKENblX KPOBOTEUEHMSIX MIIU 60NBbLUINX XUPYPrudeCKMUX BMELIATEeNbCTBAX V [1ALIMEHTOB C JedUIIUTOM (paKTopa X
KI'TK HasHayaloTCad B CTAPTOBOM Hachllarollen fose 20-30 ME/KIr Macchl Tela InalyeHTa C IIoCeAyIOIIMMU ITIOBTOPHBIMM
MHQY3UAMM IperapaTa B fo3e 10-20 ME/Kr Macchl Tera ralyueHTa ¢ MHTepBaJlaMy B 24-48 4acoB [JIsSI OCTYXKEHUSA U

roAnep XaHust aKTUBHOCTY pakTopa X > 20%, 4To B 0611eM 06 beMe A1 pebeHKa Maccou 10 kr coctaBuT 200-300 ME (oxor10 10
MJ1) 1 100-200 ME (oxo7510 7 MJT), cooTBeTcTBeHHO [1]. KTTIK HasHauyaeTcsa B fjo3e 20-30 ME/KT Macchl Tera rmaimeHTa 2-3 pasa B
HeJIeJIio C 1LIeJIblo TToAep>XaHnsa aKTUBHOCTY dakTopa X > 1% y B3POCIIBIX 1 > 2% v geTten [1].

B KPpYIIHBIX TeMaTOJIOTMYECKUX KIIMHMKAX, IIPerlapaToM Bbl6opa OJId JIeUeHMSsI JeTeM C BPOXKIEHHBIMI OePULIMUTAMU QaKTOPOB
I u X asngerca KIIK [5].

KNMUHUYECKMIA CNYYAI

Bonpuiyio sppekTuBHOCTD Tepanuu KITK 1o cpaBHeHMIO ¢ TakoBOM Y C3IT IIpOUIIIIOCTPUPYEM Ha IIPUMeEPE KIIMHUYECKOTr 0
ciry4dad [6].

B neanarpuueckoe otaeneHne [Ip¥ TIOCTYITTIEHUM pebeHOK 6blT 663 CO3HAHMS, OTMedasach
WHTEHCUBHOM Tepanun nocrynun reHepanM3oBaHHasA TUIIOTOHMSI. YCTaHOBIIEHA UCKYCCTBEHHAsA
5-MeCSIYHbIU pe6eH0K BEHTUIIALIMUSA JIETKUX. [Ipy CCliefJOBaHVM KPOBY BbISABJIEH CMeIIaHHbIN
C TMMOBOJIEMUYECKNM LIOKOM aupos (pH 6,67), ypoBeHb remornobmusa (Hb) 4 Mr/71, moBblLIeHKE

- VPOBHSA ITeYeHOUHBIX GepMEHTOB C [I0BbILIEHHBIM YPOBHEM [TI€UEHOYHBIX
U né4eHOYHON HEROCTATOUHOCTDIO. bepmenToB (ACT - 1882 Eni/im, AJTT - 998 Egi/m).

ApTepuarnbHasi TUIIOTEH3MSI COXpaHsasIach, HECMOTPSI Ha BOCIIOJIHEHME 06beMa LIMPKYIMPYIOLIEN KPOBY, BBejeHMe fodhaMMHa
U TUugpokapboHaTa HaTpud. [1pu nnpoBefeHuM Y3 opraHoB OPIOLIHON IIOJIOCTH BhISIBIIEHA CBOOOAHAS XKUOKOCTD, B CBSI3M C
JyeM 9KCTPEHHO IIPOBeJeHa JIallapOTOMMSI.

IloagTBepXXeH reMUIIePUTOHEYM, BBIABJIEHO IMoBpeXxaeHue IV u V cerMeHTOB ITeYeHN.

npOBe,Z[eH XI/Ipypl"quCKMI/UI reMoCTas IIYTeEM TaMIIOHabl 1 YIUIMBaHME ITIOBPEXXOEHHBIX CEITMEHTOB, YCTAHOBIJIEH PEHAX B
JIOJKE IIEHEeHN.

Yepes HeCKOJIBKO YacoB II0CTIe OIlepaluy Y pebeHKa Pa3BUIIMCE apTepualibHasi TUIIOTEH3US U OpaguKapausi, He
Kynupyrowmecs BBegeHmeM C3IT (20 MJT/KT), 9pUTPOLMTAPHOM MaCChl ¥ TPOMOOLIMTOB, IOBTOPHO BBeeH fodaMMH (15 MKI/Kr/
MMH). [Ipy IpoBeieHMM Tab0PaTOPHBIX UCCIIeJOBAaHUM KPOBY: YPOBEHB e MOIJIOOMHA - 6,2 MI'/AJI, TPOMOOLIMTOB - 46000 MKJI-1,
IIPOTPOMOMHOBASA aKTUBHOCTE - 34%, AHTB - 51 c.

YuuThlBasg JaHHblE JIa60paTOPHBIX MCCIIeAOBAHMUM, ObIJIO IIPUMHSATO PEeLIeHNe O IIPOBeleHV M [IOBTOPHOM JIallapOTOMUU, IIPU
KOTOPOM B OPIOLIHON IIOJIOCTM Ob1II0 06Hapy>XeHOo 400 M1 KpoBU. [IpOBeleHbl XUPYPIUUYECKUM I'eMOCTAa3, pe3eKunusd V cerMeHTa
[IeYeHy ¥ YCTaHOBKA ITOAIIeEYEeHOUYHOI'0 ApeHaxa. [Iocrie oriepaTUMBHOIO BMeIIaTe/IbCTBAa OTMeYasioCh BhblJeJieHMe KPOBM T10
npeHaxy. Beegennbl 200 mn C3I1, Tpom6onTapHada (2 myna) 1 apurpouutTapHasa (500 mi) Macca - 6e3 apdekTa. B cBs3m C
STUM OBIIIO IIPUHATO pelleHMe BBeCcTH rnnanneHTy KITK B fo3e 30 ME/KI B KOMOMHALIMM C BUTaMMHOM K, T10CsIe 4yero
OTMEeYaJsioCh OBICTPOE IIpeKpallleHe KPpOBOTeUYeHUA. ['eMogHaMMUeCcKye I10Ka3aTesly pebeHKa ObUIM HOPpMaJIM30BaHbL [1pu
[IPOBeNeHMM MCCIIeJOBaHMsI KPpOoBU Itociie BBedeHMsI KITK BbISIBIIEHO IOBBIUIEHME IIPOTPOMOMHOBOM aKTMBHOCTH ¢ 19% (MHO
- 2,9) 0o 54% (MHO - 1,5). B ganpHeMlIeM Habmoganach MoJI0XKUTeNbHAS IMHAMMKA, ITIallMeHT BBIIMCAH 13 CTallMOHapa Ha 12-e
CYTKM II0CJIe TOCTIMTanIu3anun [6).

Hcnonb3oBaHue npemnapatoB KIIK y maiueHTOB ¢ BpoXXAeHHbIMU fedurnuraMmu paxropos II u X moxxer

cuMTaThCs 60JIee 6e30IMaCHBIM METOZOM JIeUeHMS ITo cpaBHeHM10 ¢ C3IT nmpyu BbICOKOM YPOBHE
sabdexTuBHOCTH [4].

[Tpy HaNMUYUMU IIOJO3PEHUN U [OJISI BOSMOXHOCTH 06eCIIeUYeHUSIAOCTYIIA Mal[MeHTOB
K CIIelIM(pUIeCcKOM Tepanum Heo6XogMMO CBOeBpeMeHHOe ITPoBeleHMe NUAarHOCTUKHA SR
HEeJJOCTaTOYHOCTM €CTEeCTBEHHBIX aHTUKOATYJISIHTOB M PeAKUX HapYILIeHUY CBEPThbIBaHUS KPOBMU. JIAATHOCTVKA
Bbl MoOX<eTe BOCIIONIb30BaThCS IIPOrpaMMoOM 6eCIINIaTHOM AMArHOCTUKNA.

CMUCOK JINTEPATYPbDI:
1. Peakune KoarynonaTum : HacneacTBeHHbIn gednumnt haktopoB cBepTbiBaHus Kposwu I, VII, X. KnuHnueckne pekomengaumuun. Published online 2023

2. ®nopuHckuii [.6., XapkoB MM.A. Pegkue Koarynonatumn. POCCUNCKMIA XXypHan AeTCKON rematonoruu n oHkonorum (PXArmo0). 2020;7(3):54-63. https://
doi.org/10.21682/2311-1267-2020-7-3-54-63

3. Mumford AD, Ackroyd S, Alikhan R, et al. Guideline for the diagnosis and management of the rare coagulation disorders: A United Kingdom haemophilia
centre doctors’ organization guideline on behalf of the British committee for standards in haematology. Br ) Haematol. 2014;167(3):304-326. d0i:10.1111/
bjh.13058.

4. Peyvandi F, Auerswald G, Austin SK, et al. Diagnosis, therapeutic advances, and key recommendations for the management of factor X deficiency. Blood
Rev. 2021;50:100833. doi:10.1016/).BLRE.2021.100833

5. Salcioglu Z, Bayram C, Sen H, et al. Congenital Factor Deficiencies in Children: A Report of a Single-Center Experience. Clin Appl Thromb Hemost.
2018;24(6):901-907. d0i:10.1177/1076029617731596

6. Diego Fuentes-Garcia, Joaquin Hernandez-Palazon, Tomas Sansano FA. Usefulness of prothrombin complex concentrate in treatment of dilutional
coagulopathy after multitransfusion in a paediatric patient. BJA Br ) Anaesth. 2011;107. doi:https://doi.org/10.1093/bja/el_6910

VW-MEDMAT-96204 aHBapb 2024
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