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Pestome. Kon usuwunu mavmunnosyu (Cmiwoapm-Ilpaysp omunu) X omun — eamma 2noOyaun OKCUU NPOIHIUM
(npomeasa) 6yau6, ywby omun gaonrawean(X a) yoroa npomombunnu paorrawmupaou. X omMul sHcuzapod uuinao
yugapunaou. K eumamun 6y omunnune cunmesu yuyH scyoa 3apyp. Konnune oup xanua xoaeyasyuon omunnapu (111, VII,
VIII, IX) mavcupuoa y ¢aornawean (X a) xonea ymu6, V omun éa Ca2+uonnrapu 6unran dupeaiuxoa npomomounHu ¢ao.-
aawmupysuu komniexcuu xocun xunaou. X omunnune ¢aonnauysu TF-FVI (TF-FVIla) ¢aonawean VII omun xamoa
MeHaA3 KOMAIIAEeKCU UWMUPOKUOA KOH UBUMMUHUNHE OounaHeuy bockuuuoa uwmupok smaou. Poannawean X omun (Xa) ea
YHUHe Koakmopu, V omun npompomobunasa Komniexcunune oup xucmu xucoonanaou. Yuoby (Cmwapm-Ilpaysp omuiu)
OMUITHUHZ MUKOOPULL 64 CUGamMuULl emuuMaciuy KoH usuul musuMuHune oyzuiuuuea cabab 6ynaou.

Kanum cyznap: X omun maxuuinueu, 2unompomouHemMus, 2emMapmpos, Koa2yIonamus, 2eMoppazus, KoH ueuul mu-
3UMU.

Abstract. Blood coagulation factor X (Stewart Factor - Prower) - gamma globulin protein, proenzyme (protease).
Factor Xa is a component of the prothrombin activator. This factor is produced in the liver. Vitamin K is required for its
synthesis. Under the influence of several clotting factors (l11, VII, VIII, 1X), it passes into the active form, which has the
designation Xa. It, in turn, together with the coagulation factor V and Ca2+ ions, forms an enzyme complex that acts as an
activator of prothrombin. FX activation occurs in the initiating phase of blood coagulation with the participation of the
TF-FVIla complex and in the amplification phase with the tenase complex. Activated FX (FXa) and its cofactor, coagula-
tion factor V (FV), are part of the prothrombinase complex. Coagulation factor X (FX) deficiency is a disorder in the
plasma link of hemostasis with an autosomal recessive type of inheritance, characterized by a decrease in FX activity due
to quantitative or qualitative defects in the FX protein.

Key words: Rare blood clotting disorders, factor X deficiency, hypothrombinemia, hemarthrosis, coagulopathy,
hemorrhage, blood coagulation.

AxrtyanbHocTh. Jlepunur Qakropa cBepthl-  crth FX 3a c4eT KOJIMYECTBEHHBIX WM KaYeCTBEHHBIX
Baams X (FX) - mapymenue mrasMeHHOTo 3BeHa re-  nedekrToB Oenka FX. PacmpocTtpanenHocTh 3aboie-
MOCTa3a C ayTOCOMHO-PEIECCUBHBIM THIIOM Hacje-  BaHWsA coctaBisieT 1 GompHON Ha 1 000 000 Haceme-
JIOBaHMsI, XapaKTepU3yIOLIeecsl CHIDKEHUEM akTUBHO-  HUsl. Jlepuuut FX BbI3bIBaeTCS pazaMyHBIMH CTPYK-
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TypHBIMU aHoManusMu B reHe F10, komupyroiiem
FX. OcHoBHBIM mposiBieHuem aedunura FX sBis-
I0TCS KPOBOTEUEHHUS M KPOBOMBIIMSHUS, BO3HHKAIO-
M€ CIOHTAaHHO WJIM B pe3yibTare TpaBMbI. ['emop-
paruyecKuil CHHAPOM dYalle BCeTO MPOSBISETCS KpPo-
BOTEUEHUSIMH W3 CIU3UCTBHIX 000J0YEK, B TOM YHUCIIC
U3 CIHM3UCTBIX O00OJIOYEK JKEITYJ0YHO-KUIICYHOTO
TpakTa, reMaTOMaMH MSTKUX TKaHEU pa3IuYHOU JI0-
KaJ3aIii, TeMapTpo3aMd U OOWIBFHBIMH MEHCTPY-
anbHBIMH KpoBoTeueHnssMHA. Kposomznusaue B LIHC
BcTpeuaetcst y 20% OonbHbIX ¢ aedunurom FX. Ts-
JKEeJble KPOBOTEUEHUS Yallle BCEro HAOIIOJAOTCH
HamueHToB ¢ akTUBHOCTHIO FX < 10%. IlamueHTs! ¢
FX> 10%, xak mpaBuiio, UMEIOT YMEPEHHOE WJIH JIeT-
KO€ KPOBOTEYEHHE CIU3UCTONH OOOJIOYKH, TOCIeore-
paIoHHOe KPOBOTEUEHHE WM OeCCUMITOMHOE 3a-
OosieBanue. OHAKO B psijie CITydaeB TsKEINbIC MPOSIB-
JIEHUS] TEMOPPArui4ecKOro CUHAPOMa PETUCTPUPYIOT-
cs1y i ¢ akTuBHOCTBIO DX 0-39%, uTo cBUAETEND-
CTBYET 00 OTCYTCTBHH MPSMOH 3aBUCHMOCTH MEXIY
KJIMHAYECKUM U J1a00paTopHBIM (EHOTUIIOM 3aboie-
BaHus. Kposomzmusanus B LIHC, xpoBoTeueHus us
CIM3UCTHIX 000JI0UEK JKeITYAOYHO-KUIIEYHOTO TpPaK-
Ta, TEeMapTPO3bl OTMEYAIOTCSI Y OOJIBHBIX ¢ aKTUBHO-
cteio OX < 2%. YV reTepo3uroTHBIX HOCHUTENCH Jie-
¢umura ®X B OOJBIIMHCTBE CIy4aeB aKTHBHOCTh
®X cocrapisier okojo 50%, reMopparudeckux mpo-
SIBJICHUH 3a0051eBaHUs HET. Y HOBOPOXKJICHHBIX C Jie-
¢ummurom FX MOryT BO3HHKATh KPOBOM3IHSHUS B
HHC wnn nynoyHsle KpoBoTeueHus. Ousnonoruye-
ckag akTuBHOCTh FX mpu poxneHun cocrasiser 12-
68% u moBkIaeTcs kK 6-mecsiuHOMY Bo3pacTy. Ilo-
aTOMY, Bepuukanus nuarnosa aedumnura FX y Ho-
BOPOXKICHHBIX TpeOyeT 00s3aTeIBPHOTO CPaBHEHUS
MOJYYEeHHBIX PE3YyNbTAaTOB J1a00OPaTOPHOTO HCCIIEHO-
BaHUS C PePEPESHCHBIMU MHTEPBAJIAMH JIOITYCTUMBIX
B HEOHATAJFHOM IIE€pPHOJie 3HAYCHWH W TOBTOPHOTO
oOcrenoBaHus MAIMeHTa TOCNe JTOCTIKEHHS 6 Me-
cA4YHOTO Bo3pacta [8, 9, 20, 21, 28].

[Ipu BBISIBIIGHWU y JeTel TIEpBOTO MOIYTOIUs
CHIDKEHHOM akTuBHOCTM FX MoOka3zaHO Ha3HayeHuUe
npemnaparoB ButamuHa K.

Tsokects nedunmra paxropa X:

1. Tsoxenas ¢popma: (PX <10%) oObIuHO CBS-
3aHa ¢ BO3HMKHOBEHHEM CHJIBHBIX CTIOHTaHHBIX KpO-
BOTEYEHUM, KPOBOU3IUSHUI.

2. YMmepennsnii gedurmt dakropa X (FX 10—
40%) OOBIYHO CBsI3aH C JIETKMMH/YMEPEHHBIMH SITHU-
307laMH CIIOHTAHHBIX M MOCTTPABMaTHYECKUX KPOBO-
TEUEHUH.

3. Jlerkas ¢opma (FX>40%) Daktopsl B
OOJIBIIIMHCTBE CIIy4aeB MPOTEKAIOT OECCUMIITOMHO.

MarepuaJjbl M MeTOAbI HccefoBaHus. [u-
arHo3 CTaBUTCS HAa OCHOBAaHUM JaHHBIX aHaMHeE3a:
MPU3HAKH TOBBIIIEHHON KPOBOTOYMBOCTH Yy JPYTHX

YIEHOB CEeMbH (KaK MY>KCKOTO, TaK M JKEHCKOTO IO-
71a); KIMHUYECKHUEe TIPU3HAKK 3a00JeBaHus U J1abopa-
TOpPHBIE JTaHHBIE.

Koarynonoruyeckoe wnccienoBaHue MPOBOJAT
nostanHo: [lepBeiit stan. KoarynasiumoHHBIA CKpH-
HUHT IPU MOAO3PEHUN HA TEMOPPArnYECKUe COCTOs-
Husa BkItouaeT onpenenenue AUYTB, IIB, TT, kon-
ueHtpaunu ¢ubpunorena (no Kmaycy), cranmaprtu-
3UPOBAaHHBIM METOJIOM BPEMEHU KPOBOTECUEHUS U
WHCTPYMEHTAIBHYIO OIIEHKY (PYHKIIMU TPOMOOITUTOB.
Ha ocHoBaHuuM 3THX TECTOB MOKHO ONPEACIUTH THUIT
HapylLIeHus1 cBepThiBaeMOoCcTH KpoBu. [edpuuut FX
xapakrepusyercsi yBenudenuem AYUTB u IIB npu
COXPaHEHUH OCTAJbHBIX BBIIIETIEPEUNCICHHBIX TOKA-
3aresieil B peaesax HOPMBbI.

Bropoii sramn. Bemonasercs ans Bepudukanun
Hanuuus jgeunura FX npu BbISBICHUU TPOJIOHTH-
poBanHoro AYUTB wu IIB. Mcnonb3oBanu ojHOCTa-
JUWHBIA KOJIMYECTBEHHBIH METOJI ONpPE/ICJICHUs aK-
THBHOCTU FX C MOMOIIBIO ClIENHaIbHbIX JUATHOCTH-
YeCKUX HaOOPOB, B COCTaB KOTOPBIX BXOJASAT 00pa3Lbl
mnasmel, Jumennsle FX. g auddepenumansHoi
nuarHoctuku ¢ aedururom FVII Bo3MOXXHO TIpoBe-
JICHHE KOaryJsiUOHHBIX Npo0 ¢ sjaamu rajroku Pac-
cena u raawoku. [Ipu HamuuuKy U30MUMPOBAHHOMN THITO-
MMPOKOHBEPTUHEMUH TPUMEHEHUE 3THUX BO30YyIUTE-
Jiel He MpUBOAUT K yBenuueHuto AUTB.

Tperwuii stamn. s TOro 4To0bl OTIMYUTD Kayue-
cTBeHHBIN nedext DX 0T KOIMYECTBEHHOTO, MOXKHO
MPOBECTH HMMMYHO(EPMEHTHBIH aHalIu3 aHTUTCHA
OX.

[Ipuobperennsiii nepuuut FX moxer Bcrpe-
yatbesa B 9-14% cirydaeB pu CUCTEMHOM aMHJIOMIO-
3€, TOCJe TSKENBIX MH(EKIHHA, Y OHKOJOTHYECKUX
OOJIbHBIX.

[Maruentka . BmepBeie  oOpaTwiach B
PCHIIML] mo remaronoruu B 2019 romy B Bo3pacte
19 et ¢ xanobaMu Ha HapyIIEHHE MEHCTPYaIbHOTO
LMK, CTOMKHE KPOBSIHUCTHIC BBIACIICHUS U3 IMOJO-
BbIX MYyTEH, HOCOBBIE KPOBOTECUCHUS, CUHSKHU B TEIIE.
HacnencrBennsiii neuuut Gaxropa X ObUT BIIEPBHIC
nuarHoctupoBad B 2010 romy B Bo3pacte 9 ner B
HauieM IeHTpE.

AHaMHE3 TI0 KPOBOTOYMBOCTH Y OOJBHOM OBLI
ocnoxkHeH. Ilocne poxxaenuss HaOIIOAANOCH JUTH-
TEJIbHOE 3a)KUBJICHUE MYNMO4YHOW paHku. [Ipu mpope-
3pIBAHUM 3y0OB OTMeHalach KpOBOTOYHBOCTH. Ce-
MEUHBII aHaMHE3 TI0 KPOBOTOYMBOCTHU HE OTATOLIEH;
POJICTBEHHBIN Opak poauTesei orpumaet. ['mHekomo-
THYECKUi aHaMHe3. MeHcTpyanu - ¢ 13 yer, oOmiib-
HEIE, ITUKJ - HEPETYISIPHBIH. MHOTOKpAaTHO MpeOhIBa-
Jla B TMHEKOJOTHYECKUX cTanuoHapax. B 14 net eii
ObUTa Ha3HAYeHa 3aMECTHTEIbHAS TOPMOHATbHAS Te-
pamnusi 3CTPOreH-TeCTareHHBIMU TIpenapaTamMu, KOTO-
PYIO OHa MPOJOJIKAET MO HACTOSIIEE BPEMS.
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Taﬁ.lmua 1. IToxa3arenu KOaryJisifuOHHOI'0 3B€HAa reMocTas3a a0 U 1ocje JICYCHUC

Iloxa3zaTenu KoarymorpaMMel IO JIeYeHue MoCJIe JISYeHNE
AIITB 78,5¢cek. 39,6¢cek.
I1TU, % 10,3% 70, 8%
I1B 101 cexk. 20 cex.
MHO 5,06 1,8
TB, c 17 cex 15cex
OubpUHOTEH, MT/IJT 6,48 mr/on 4,03 mr/mn
OuOpHHONUTHYECKAst aKTHBHOCH, MUH 180,5muH. 160,8muH.
TonepaHTHOCTH K rernapuHy 22 ,5MuH. 10,4munH.
@.11,% 109% 123%
D.V,% 84% 100%
d.VIIL% 110% 128%
O.VII, % 103,3% 156%
@.1X, % 84,9 98%
®. X, % 9% 74%
@. XI, % 96.6% 101.0%
@. XIlI, % 114% 124.0%
@. XIlII, % 65.7%, 101.0%
d.VWF, % 120% 150%

Hpyrue maGopaTopHble AaHHBIE JO JIEUCHUS:
Arperanusi TpOMOOLIUTOB C PUCTOMHLUHOM 65%,
arperanysi TPOMOOLIUTOB C KoJulareHoM 63%, arpe-
ramms TpoMooruToB ¢ AJ[D 71%. naruburop FX He
OpI1 uaeHTHdUIUpoBaH. B oOmemM aHammse KpOBH:
KOHIICHTpaIusi remMoriioonHa 81 r/i, 3pUTPOIUTOB
3,2 x 10*12/n, TpombormroB 217 x 10*9/x1, neiikonu-
TOB 7,9 X 10*9/1. Buoxumuueckue mokasarean ObUIH
B IIPEIEIax HOPMBI.

Hpyrue nabopaTopHble NaHHBIE TOCTE Jiede-
HUS: arperanus TPOMOOIUTOB C PHUCTOMHIIMHOM
85%, arperaiusi TpoMOOITUTOB ¢ KoJutareHoM /8%,
arperaiust TpomOoruroB ¢ AID 99%. B obmem
aHalln3e KPOBU y OOJBHOTO T€MOTIIOOWH TOBBICHIICS
Ha 100 1/11, sputportuter 3,8 x 10*12/1, TpOMOOITUTHI
202 x 10*9/m; nevixorutsl 7 X 10*9/m1;

C y4Y4eTOM  aHAMHECTUYECKHX, KJIMHHUKO-
JTa00paTOPHBIX TAHHBIX y OOJIHHOTO JUATHOCTHPOBAH
HacJeACTBeHHBIN aedumuT dhakTopa X, OCIOKHEHHUE:
MOCTreMOpparnyeckas aHeMUsl CPEJHEH CTEIeHU Tsi-
xkectu. [Ipogomkensl nepenuBanus C3I1 B moze 800
/eyt (15 MI/KT Maccel Tena), ocie CTaOuIn3aIiiu
coctostHUs OonpHOTO cyTouHas mo3a C3II cHmkeHa,
yepe3 9 mueit eimucan u3 PHIIL] remaTonorum.

BeiBoa. Jledenue cBOAMUTCS K OCTaHOBKE BO3-
HUKIIIETO KPOBOTEYCHHS IMyTEM IEPEIIMBAHUS CPE],
conepxammux ¢akrop X (T1a3Ma, ChIBOPOTKA, TIa3Ma
WA KOHIEHTPAThl PEKOMOMHAHTHOTO MPOTPOMOHMHO-
Boro komiuiekca (KIIK) u ap.), no moBbIieHust ypos-
Hs1 pakropa X 10 5-15% HOopma. OcHOBHOE JieueHHe
0ompHBIX ¢ nedunuroM FX ocHOBaHO Ha crienudude-
CKOM 3aMEeCTUTENIbHON Teparuu KOHIIEHTpaTaMu Ipo-
TPOMOMHOBOTO KOMIUIeKca. KOHIIGHTpAThl MPOTPOM-
OMHOBOTO0 KOMIUIEKCA COJEpXkAaT NMPUMEPHO paBHBIC
KoJmiecTBa (akTopoB cBepThiBaHUSA KpoBHU IX u FX
C OKBHBAJIEHTHOW akTHBHOCTHIO. [lpm BBemenmm 1

ME/xr maccel Tena 6onpHOTO FX-akTHBHOCTH yBemH-
ynBaeTcst B cpegHeM Ha 2% (BocctaHoBnenue FX-
aKTUBHOCTH - BOCCTaHOBJeHHE Tpobsl = 2). Tlepuon
nomyBbiBefeHnst FX cocrasisier 30 gacos. Ilepenu-
BaHUsI, YIUTHIBass KOPOTKUH MEPUOJT TIOTYBBIBEICHUSI
neduuuTHOrO (hakTopa, ClieAyeT MPOBOAUThH KasKAbIC
4-8 yacoB. TOKa KpPOBOTEYCHHE HE OCTAHOBHTCS.
Kimmanaecknii 3¢gdekt ot TpaHcPy3um OOBIYHO CO-
XpaHsieTcsl B TeUEHHE TpeX HeJelb, XOTs Jaboparop-
HO neduruT QakTopa BHOBb BEISABISAETCS 4epe3 He-
CKOJIBKO YAacOB.

Takum oOpazoMm, cCTaHIapTHas TepareBTUYC-
CKas /032 KOHIEHTPAaTOB NPOTPOMOMHOBOTO KOM-
miekca 20-30 ME/kr macchl Tena 00IBHOTO MOBBIIIA-
eT aktuBHOCTh X B mrazme 1o 40-60%. IIpu Tsoke-
JIBIX KPOBOTEUCHHUSAX WM OONIMPHBIX OINEPaTHBHBIX
BMeEIIATEeILCTBAX y OONBHBIX ¢ nedurnurom X Ha-
3HAYAIOT KOHIIEHTPATHl MPOTPOMOWHOBOTO KOMILIEK-
ca B HavajnpbHOW Harpy3ounoit mo3e 20-40 ME/kr
Macchl Tesa O0JIBHOTO ¢ MOCIEAYIOMUME [TOBTOPHBI-
MU nHOy3usamu npenapata B 1o3e 10-20 ME/kr mac-
ChI TeJla MAIMeHTa ¢ MHTepBaIoM B 48 4acoB 10 Joc-
THXKEHHS U Tojepkanus aktuHoctu FX > 20%. C
LEJIBIO TPENYIPERACHUs] Pa3BUTUSI TeMOPParnyecKo-
rO CHHJPOMA MPH HAJIWYHH B JIMYHOM WM CEMEHHOM
aHaMHe3e TSDKEJIOro KIMHUYECKoro (eHoTumna mpen-
NICCTBYIONIMX KPOBOTCUCHUH WM TPH CHUKCHUH
aktuBHOCcTH FX < 1% pexomeHmayeTcss MPOBOAWUTH
npoduIaKTHYECKOe JIeYeHHE C BBEACHUEM MIPOTPOM-
OuHa KoMIUIeKC KoHIEeHTpaToB B go3e 20-40 ME/kr
Macchl Tena OOJIBHOTO C HWHTEpBajJoM 5-7 mHeH 10
nocTmkeHus akTuBHocTd FX > 10%.

[Ipu OTCYTCTBMHM KOHILIEHTPATOB MPOTPOMOH-
HOBOTO KOMILJIEKCa MOXHO HCIIOJB30BaTh CBEKE3a-
MopokenHyto 1rasmy (C3II) B mosze 15-25 mur/kr
Macchl Tella OOJBHOTO, YTO TIOBBIIAET AKTUBHOCTH
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FX mnmasmer o 30-40%. JIns kynupoBaHHsI JIETKOTO
KPOBOTEUCHHUS WU B CIy4ae MaJloro XUPYprHuecKo-
ro BMENIATEIhCTBA BO3MOXKHO Ha3HAUCHHE TPAHEK-
CaMOBOM KHCJIOTHI B g03e 15-20 MI/Kr Macchl Tena
0ompHOTO WK 110 1 T X 4 pa3a B CYyTKH.
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HACJTE/ICTBEHHBIH JE®HIIHT ®AKTOPA
CBEPTBIBAHHSA KPOBH X - BOJIE3Hb CTIOAPTA-
ITPAY?PA

Maxmyoosa A [Joc., Kypaesa H.T., Maoawesa A.I.

Pestome.  @Daxmop  ceepmouisanus  Kkposu X
(paxmop  Cmwapma-Ilpayspa) - 6erok eamma-
enobynun, npogepmenm (npomeasa). @axmop Xa sens-
emecst KOMROHEHMOM aKmueamopa npompomouna. dmom
gaxmop evipabamvieaemcs: 8 neuenu. J{is e2o cunmesd
Heobxooum eumamun K. Ilo0 enusaHuem HecKOnbKUX
gaxmopos ceepmwisanusi kposu (I, VI, VIII, 1X) nepe-
xooum 6 axkmugnyio gopmy, umerouyio obosnauenue Xa.
OH, 6 c6010 ouepednb, emecme ¢ (PAKMoOpPoM C8ePMblEaAHUsL
kposu N u uonamu Ca2+ obpaszyem epmenmmuuiii Kom-
niexke, Oetucmeyliowull Kaxk axmueamop npompomouna.
Axmusayusi FX npoucxooum 6 paze unuyuayuu ceepmol-
sanusi kpoeu ¢ yuacmuem xomniexca TF-FVIla u ¢ gasze
amnauurkayuy ¢ MeHA3HbIM KOMHAEKCOM. AKmueupo-
sannvii FX (FXa) u ezo xogpaxmop, paxmop ceepmuwisa-
nus V (FV), éxoosm ¢ cocmae npompomounazno2o Kom-
nieKca.

Knroueswte cnosa: oegpuyum paxmopa X, eunom-
POMOUHEMUSL, 2eMapmpo3, KOA2yIONnamus, 2emMoppazus,
ceepmuléanue Kposu.
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