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TEMO®LIISA C (YPOIKEHWI JE®IIUT XI ®PAKTOPA)

AHoTauin: Bpomxenun gediunt Xl dpaktopa (remodinisi C) — pigkicHe ayTOCOMHO-peLIeCUMBHE 3aXBOPIOBAHHS, LLO XapakTe-
PU3YETLCS BUHNKHEHHAM KPOBOTEY, B OCHOBHOMY, NICMsi TPABM Ta OMepaTMBHUX BTPyYaHb. Y neKuii npeacTaBneHi Cy4acHi AaHi
Npo naToreHes, reHeTuKY, AiarHOCTUKY, KNiHiKy Ta NnikyBaHHS BpogxeHoro aediumTy XI dhaktopy 3ropTaHHs KpoBi.

AHHoTauus: BpoxaeHnHbin gecduuut Xl daktopa (remodunmst C) — peako BCTpevaroLeecs ayToCOMHO-PELIeCCMBHOE 3a-

GoneBaH1e, KOTOPOE XapaKTepu3yeTcs BO3HUKHOBEHUEM KPOBOTEYEHUI, B OCHOBHOM, MOCE TPaBM U OnepaTvBHbLIX BMeLLa-
TenbCTB. B nekunu npeactaBneHbl COBPEMEHHbIE AAaHHbIE O NATOreHe3e, reHeTUKe, ANarHoCTHKE, KNMHWUKE W NIeYEeHNN BPOXAEH-

Horo gedmumTa Xl hakTopa cBepTbIBaHWS KPOBMU.

Summary: Inherited factor XI deficiency (haemophilia C) is an uncommon autosomal recessive disorder, which is associat-
ed with a bleeding tendency that usually manifests after trauma or surgery. In this lecture there are presented current views at
pathogenesis, genetics, diagnosis, clinical manifestations and management of factor XI deficiency.

AkryanabHicTb. Koarynsuiiinuit ¢paxrop XI (dax-
Top Po3eHTans) — KOMIOHEHT CUCTEMH T€MOCTa3y, IO
Oepe ydacTb Yy aKTHBalii OCHOBHOIO IpO(epMEeHTY
BHYTPIIIIHBOTO TEHA3HOTO KOMIUIEKCY — KOAryssiiii-
Horo (akropa IX (¢akrop Kpictmaca). I'eHernuni
JIePeKTH, O 00YMOBIIOIOTH Je(IIUT KOarysiiiHOro
¢axropa XI, HazuBaroTh remodiniero C, a Takox BU-
KOPHCTOBYIOTh €MOHIM «xBopobOa Po3eHTans» B yecTb
JOCIHIHUKA, SIKUH BIIEpIle ONMCaB JaHe 3aXBOPIOBAH-
Ha. Cruin BigmituTh, 1o remodiniss C — pixkicHe 3a-
XBOPIOBAHHS.

Merta po60TH — CUCTEMATU3yBaTH Ta y3aralbHUTH
JlaHi JiTeparypu 1moao piakicHoi gopmu remodimii —
remodinii C, 3 MeTor0 iH()OPMYBaHHS IIUPOKOTO KOJIa
JiKapiB MOA0 JaHOI IPOOIEMH.

Marepiasu i Meroau. Pesyneratu pocimimxeHb
3HaxoqWIM B 0azax maHux Scopus, JAMA, Scolar,
NCBI, Cochrane Library u PubMed 3a nepion 1953-
2019 pp. 3a KIIOYOBUMH CIIOBaMH, 110 MAalOTh Bif-
HOIIIEHHS 0 3aXBOPIOBaHHS, 1110 BUHUKA€ BHACIITOK
nedinury koaryssinidHoro ¢akropa XI (remoginis C).
ABTOpOM Oy BUKOPUCTAHI HACTYITHI MeTOIu: iH(pOp-
MaliiHO-aHAITHYHUH, 010110CEMaHTHYHUI, CUCTEM-
HOTO MiJIXO/Y, CTPYKTYPHO-JIOTIYHOTO aHai3y i HOpiB-
HSUTBHOTO KOHTEHT-aHai3y.

Pe3yabTaTu Ta iX 00roBopeHHsI.

Icmopia eueuenns. 3aXBoproBaHHs Briepiie OyJo
BUSIBJIEHO 1 OIIMCAHO SIK OKPEME 3aXBOPIOBAHHS CHUC-
TEMH 3ropTaHHs KpoBi P. Po3eHTaneM y Tpbox 4iIeHiB
onniei cim’i i3 CIIIA [1]. ABTOp 3BEpHYB yBary Ha
0COOJIMBOCTI TeMOPariyHOrO0 CHHIPOMY Y O3HAYCHUX
HaLli€HTIB 1 Ha3BaB BIJCYTHiM KoarymsauiiHui ¢akrop
IUIa3MOBHM IIONEPEAHUKOM TpomoOomnactuny. Ili3Hi-
1Ie 3aXBOPIOBAHHS, MIPH SKOMY YCHAJIKOBY€EThCS nedi-
LUT OBOTO MPOKOATYIISIHTA, OYyJI0 Ha3BaHO TeModiieto
C, OCKIIbKY B CEpEAMHI MUHYJIOIO CTOJIITTSL O4iKyBa-
JI0Ch, 110 3 4YacoM OyJyTh BUSIBJICHI 1 HIIII BapiaHTH Te-
Modiniii. 3 yacom OyJI0 BCTAHOBIICHO, IO KOAryJISIIii-
uHuii dakrop XI He € monepeJHUKOM TPOMOOTIIIACTHHY.
Y 1986 poui Oyno omyGiikoBaHO poOoty, ne Oyno
MPEACTABICHO HYKJICOTHHY MOCIiJOBHICTh JIFOCHKO-
ro koarynsuiiiHoro ¢akropy XI [2]. Ten daxropy XI
3HAXOMUTHCA Ha (parMenTi q 35 xpomocomu 4 [3].

ITowupenicms y ceimi. Y pi3HUX KpaiHax i er-
HIYHUX Tpynax noumpenicts remodinii C He oxHa-
koBa. HeoOXiHO BpaxoByBarTH, IO 3HAYHA KiJIbKICTh
oci6 3 pedinurom ¢axropy XI He BUABISIETHCA 1 O
CTaTUCTHKHA HE BKIIIOYAETHCS, OCKUIBKH IepeOdir 3a-
XBOPIOBaHHS y HUX a00 0e3cMMNTOMHUH, ab0 3 MiHi-
ManbHUMH TeMoparismu. [emodinist C BigpizHsIeTbCS
Big remodinii A (gedinur VIII dpakropy) Ta remodinii
B (nediuunt IX dakropy) BincyTHICTIO KpOBOTEY Y Cy-
100U Ta M 534 1 3yCTPIYa€ThCs K B YOJIOBIKIB, TaK i
B xiHOK. [Ipu remodinii C pu3rK BHHUKHEHHS KPOBO-
Ted He 3aBXKJU 3aJeKUTh BiA piBHA (pakTopy 1 JiKy-
BaJIbHA TaKTUKa 3HAYHO CKJIAJHIIIA, HIXK IpH reModi-
mii A uu B. Tsokkuii nedinut ¢pakTopy BU3HAYAETHCS
MpH PiBHI HOTO aKkTHBHOCTI MeHIne 15-20 oauHHIb
B JCLWIITPi. Y TNAalli€HTIB 3 YaCTKOBUM Jae(dilUTOM
piBeHb (akTopy ckinanae onuszbko 20—-60 on/an. ITpu-
6mm3HO y 30—50% mamieHTiB 3 4acTKOBUM Jie(iuTOM
3yCTpIiUarOThCsl 3HAYHI KPOBOTEUI, ajie Hamepes i/1eH-
TU(IKyBaTH TaKUX MAIEHTIB JOCUTHh BAXKO. Y Ollib-
IIOCTi MAI[i€HTIB 3 YacTKOBUM Ae(hilUTOM BiACYTHI
CTIIOHTaHHI KPOBOTEYi, aje iICHy€e BEJIMKHW PHU3HMK BU-
HUKHEHHSI KPOBOTEU TICIIS XipypridYHUX BTPYYaHb YU
TpaBM. Jlo Toro »x, y JIiTeill 10 6-MicS4HOrO BiKy CIO-
cTepiratotbes HU3bKI piBHI X1 dakropy. ITicist 6 mics-
1B )KUTTA piBeHb XI aKTopy HE 3MIHIOETHCS 3 BIKOM.
Haituacrime kpoBoteui nipu aedinuti XI pakropy Bu-
HUKAIOTh MiCJIS XipyPriuHUX BTPYYaHb YU TPABM B TUX
0071acTAX, Je 3HAXOIATHCS CIU30BI 0OONOHKHU, B IKHX
CIOCTEPIraeThcst BUCOKA (PiOPUHOMITUYHA aKTUBHICTD
(cedocraTeBHii TPaKT, POTOBa OPOXKHUHA — IICIIST BH-
JTanieHHs 3y0iB YX TOH3MIIEKTOMIT).

3axBOPIOBAHHSI YACTillle BUSBJISAIOTH y €BpeiB-alll-
KeHa3i, HK y IHIIMX eTHIYHUX Tpynax [4-6]. 3a na-
numu U. Selingsohn (1979) wactora BUSBICHHS TO-
Mo3uror ckiazae 1 Ha 190 memxanuiB I3paimto, a
TETEPO3UTOTH 3YCTPIYAIOTHCS Y KOXKHOTO JIEB’STOTO
xwurens uiel kpainu. Came npomy remodinis C € Haii-
OLIBII YaCTHM reMOpPAariyHUM 3aXBOPIOBAHHSIM Y O3Ha-
4eHilf eTHIUHIN rpymi, focsraroan 10% [7].

Mommpenicts remodinii C cepexn HacelneHHS
CIIA cranoButs | Bumagok Ha 551923 memkaHIiB.
YacroTa rubokoro aediluTy KoaryisiiiiHoro Gpakto-
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[TiBIeHHOYKPATHCHKUH MEAUUYHUN HAyKOBUH JKypHAJ

pa XI maibke y 2 pa3u MeHIIe i ckianae | BUagok Ha
1 MJIH HOBOHApOIKEHUX [8].

VY kpaiHax ne 1abopaTopHa AiarHOCTHKA IeMo-
pariyHMx fiate3iB pO3BHHYTAa HEIOCTaTHLO, HABITh
PO MPUONK3HY MOIIHMpPeHicTh remodinii C, 30kpeMa,
1 B YKpaiHi, CyTUTH HEMOXJIUBO, OCOOIUBO 3 OIVIALY
Ha (hakT, 10 MaJOCHUMIITOMHI BapiaHTH LbOTO 33aXBO-
PIOBaHHS MOXYTh 3ycTpiuarucs yacto. [lommpenicth
remo¢inii C cepen XBOpUX Ha el HEIYT YOJOBIKIB
ckinanae 47%, a xxiHok — 53% [9-11].

Knacugirxayia. Po3pobneno knacudikariiro, 3riqHo
SIKOT PO3PI3HSIOTh TpH TeHeTuuHi Tunu remodinii C.
Ilpu mepmioMy THII T€HETHYHA aHOMAIs JIOKai30-
BaHa B OCTaHHbOMY iHTpoHi rena F11, npu npyromy
THIi MyTalii BUSBISIIOTh B 5 €K30Hi, a IIPU TPETHOMY —
B 9-my. Haii0inbi1 nommpeHnMy BBRKAIOTHCS IPYTHIA
1 TpETiii TEHETUYHI THIU 3aXBOpIOBaHH [3; 12—14].

Kniniuna kapmuna. Y nauientis 3 remodiniero C
KpPOBOTEYi BHHMKAIOTH MICJS XIPYpriyHMX BTpydYaHb
yn TpaBM [12; 13]. ¥V oci6 3 piBHeM (akTopy MeHIIe
15-20 on/mn BeNUKUE PU3UK PO3BUTKY 3HAYHUX KPO-
BOTEY IIiCIIs XipypriyHuX BTpy4YaHb 4 TpasM. I[Ipu re-
mo¢inii C Mae micue napagokcaibHa KIIiHIYHA KapTH-
Ha: y JICAKUX MAIIEHTIB 3 TSHKKOO (popmoro nedinury
HE CIIOCTEPIratoThCsl KPOBOTEUi, B TOW Yac, SK AesKi
Halli€HTH 3 YacTKOBUM JediuuToM (akTopy Xapax-
TEpU3YIOThCSI 3HAYHUMM KpoBOoTeuaMH. B miteparypi
OIKCaHi He3BUYAlHI CIIOHTAHHI KPOBOTEYi MPU I'eMO-
¢inii C (MacMBHUE T€MOTOPAKC, BHYTPIIIHbOYCPETIHI
KPOBOBWJIUBH, CyOapaxHOiJalbHI KPOBOBHJIMBH, €Ili-
OypalibHa reMaroma 3 cUHIpomoM Brown-Sequard).
B nux Bumazakax iHIII MATOJOTiYHI YMHHUKY BIUIMBA-
JIM Ha PO3BUTOK KPOBOTEY, OCKIIBKU CIIOHTAaHHI Kpo-
BoTeui He XapakTepHi it fedinuty XI dakropy [15].
I'emarypisi Ta CHOHTaHHI TeMapTPO3U 3yCTPidalOThCs
piako. Y KIHOK XapakTepHi MEHOpparii Ta KpoBOTeul
B micisAnonoropomy mepiomui [3; 9].

Ckapru y nauieHTiB Ta KJIiHIUHI 03HAKU 3aXBOPIO-
BAaHHS MPOSBIISIOTHCS TINBKH MTPU BUHUKHEHHI KPOBO-
Ted. [Ipy 3HaYHMX KPOBOTEUAX XapaKTEPHUMH O3HAKa-
MU € OIificTh, BTOMa, Taxikapais. MoxIIuBa migo3pa
Ha HasgBHiCTh y narienra nedimury XI daxropy Moxe
BUHUKAaTH NpU HonomxeHoMy AUTY, ocobmuBo mpu
MMO3UTUBHOMY CIMEWHOMY aHaMHe3l MpO HAasBHICTb
KpOBOTEY SIK Y YOJIOBIKIB, TakK i y xiHOK. HaOyTwuit ne-
¢inut XI dakTopy Moxe pO3BUBATHCS Y IMALI€HTIB,
XBOPHX Ha CHCTEMHHI YePBOHHII BOBUOK, a TAKOXK IIPH
IHIIMX IMyHHHUX 3aXBOPIOBAHHSX, IPH SKHUX YTBOPIO-
€ThCs 1HTIOITOp 110 TpoTeiny [11; 16].

Hiaznocmuxa. TIpn BCTaHOBIICHHI JiarHO3Y HE0O-
X1IHO IPOBOANTH JU(EepeHIiHY TIarHOCTHUKY 3 TaKH-
MH 3aXBOPIOBaHHSAMH, sIK reModinisi A ta B, xBopoba
Binmne6pannra, anomanii GyHkuii TpoMOonuUTiB, nedi-
UT iHOHX (HaKTOPIiB 3rOPTaHHS KPOBi, KOMOIHOBaHi
nedinutu GakTopiB, piAKICHI BapiaHTH KOAryaomaTii
[3;9; 14; 17].

JlaGoparopsi mociiKeHs, ki HeoOXiHO MPOBO-
oatd npu migo3pi Ha nedimut XI dakropy: 3aranb-
HUIl aHani3 KpoBi, BU3Ha4eHHs piBHA XI dakropy,
BU3HA4YCeHHs nporpomOiHoBoro 4acy (ITH), akTuBoBa-
HOTO YacTKOBOTO TpomOoruiacTiHoBoro yacy (AUTY)
i TpombiHOBoro vacy (TH). Ilpu nedimurti paxropy

AUTY nomopxeHuit (alie 3aJeKUTh Bl 4y TIIMBOCTI pe-
areHTIB Ta TECT-CHCTEM) MPH HOPMAIIBHUX 3HAUYSHHSIX
ITY ta TY, ouiHka 3HaYeHb iHIIKUX (AKTOPIB 3ropTaH-
Hs KpoBi. Iy 1iarHOCTHKM 3aXBOPIOBAaHHSI ITPOBEIICH-
HSl IHCTPYMEHTAJILHUX JOCIIIPKCHb HE MMOKAa3aHo, aje
B HHMX BUHUKA€ HEOOXINHICTh NMPHW BHHUKHEHHI KPO-
BoTed. [eHeTHYHMI aHalli3 JUIs BU3HAYEHHS MyTallii
(axropy XI nomomarae BCTaHOBUTH, sIKa MyTallis CTa-
J1a IPUYMHOIO PO3BUTKY nedinuty [3; 14].

Jikysannsa. JlikyBaHHS Tali€eHTiB 3 AedinuToM
XI ¢akropy € mocuth ckiaaHow mpobiemoro [18].
V¥ marnienTiB 3 Baxkkoio ¢popmoro nedinuty XI daxro-
Py BEJHMKHI PU3UK PO3BUTKY KPOBOTEY MPHU Xipypriy-
HUX BTpy4aHH;IX. KpoBoTedi MOXXYyTh BUHHKATH TIPU
olnepaliiiHoMy po3pisi, UM yepe3 JeKiibKa rouH mic-
15 onepanii. HaiGinbmmit pu3uk KpoBOoTed HpU BU-
KOHaHHI OIlepaliiHuX BTPy4YaHb B 00JIACTSIX 3 BUCO-
KOO (hiOpIHOMITHUHOIO aKTHBHICTIO, B IHIIMX MICI[SX
PH3HK KPOBOTEY 3HAYHO MEHIIWH. TakuM YHHOM, Na-
LiEHTH 3 TSHKKOIO popmoto remModisnii C 0060B’A3K0BO
noTpeOyrTh MPOBEACHHS 3aMicHOT Teparlii 10 onepa-
[[IHHOTO BTPYYaHHS, HABITh KOJIM B HUX OYJIM BiICYyTHI
KpOBOTEUi MpH MOIEpPEeaHIX onepauisx. Y MHalieHTiB
3 yacTKoBUM aedinuroM XI akTopy Takoxk MOXYTb
BUHUKATH KPOBOTEUI, K 1 TIPU THKKIKA Gopmi 3aXBO-
pIOBaHHS, IJIaH 3aMIiCHOT Teparmii y HUX 3aJIeKUTh Bi
ciMEHHOro aHaMHe3y Ta MiCIis NPOBEJCHHS oIepa-
iifHOTO BTpy4aHHS.

OCHOBHUIA IPUHIIUI Teparlii — MPOBEACHHS 3amic-
HOI Teparii Ta BAKOPHCTaHHS iHIIUX JIIKApCHKUX 3aC0-
61B, TakuX 5K (HiOpUHHMI Ki1el Ta aHTU(DIOPIHOTITUKY.

Caixo3amopoxkena miasma (C3II) — ne neprumii
mpenapar, SKHi 3aCTOCOBYBAIM TNpPH JIIKyBaHHI re-
Modinii C. Ile mpemapar BuOOpY HpH BiZCYTHOCTI
koHueHTpary XI ¢akropy. OCHOBHOI0O IIEpEBaroro
3acrocyBanHsi C3II € ii mocrynuicte. Hemoniku 3a-
crocyBanHst C3I1: HeoOXiHICTh 3aCTOCYBAaHHS BEIH-
KHX 00’€MIB i KOHTPOJIO KPOBOTEYi; MOTCHIlIHHA
MOJJIMBICTE TpaHCMicii iH(EeKIifHUX areHTiB; MOX-
JUBICTb PO3BUTKY anepridnux peakuiil. dosu C3IIL:
15-20 mu/kr BHYTPINIHBOBEHHO, MOTIM 3—6 MI/KT
KOXHI 12 ronuH 10 focsTHeHHs remoctasy. [lintpumy-
Bary piBeHb XI pakropy 3040 opuHUIL/ U IPOTATOM
7 nHiB michs omepauiiiHoro BrpydyaHHs. B gursuomy
Billl 3aCTOCOBYIOThCS TaKi JO3M, SK ISl TOPOCIHX.
TIpu 3amicuiii Tepanii C3I1 BBeneHHS iHIIUX Mpemna-
patiB B If0 BeHy NPOTHIOKa3aHo. [Ipu anepriyamx
peaxIiisix 3aMiCHy Tepartito HeoOXiHO TIPOBOIUTH I
MPUKPHUTTSAM aHTUTICTAMIHHUX TpENapaTiB Ta KOPTH-
koctepoinis) [3; 10; 12].

Konnentpar XI Qakropy — ineanpHuii mpemapar
JUISL TIPOBEACHHS 3aMiCHOI Teparlii y HallieHTiB 3 Te-
Modimiero C. besneunicte TpaHcdy3iliHOI Tepartii
koHIeHTparoM XI (akTopy 3HMXKEHA J0 HyJsS B ILUIa-
Hi Ieperadi mamieHTaM TpaHQy3iHHO-TPaHCMICHBHIX
BipyciB [14]. Kounentpar XI ¢akropy moctynHuit
B €Bpori, ane He 3apeecTpoBaHuii B YkpaiHi. CraH-
nmapTHa ao3a ckiuagae 30 oi/Kr macu Tijla MaIfieHTa.
[epeBuiieHHs 03K MPOTHUIIOKA3aHO i3-3a PH3HUKY PO3-
BUTKY TPOMOOTHYHHUX yCKJIaJHCHb.

AHTH]IOpiHONITHYHI TpenapaTd IIMPOKO 3a-
cTocoByrThCs mipu nedinurti X1 daktopy 3ropraHHs
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KpOBI, SIK y BUIJISAAI MOHOTEparii, Tak i B KOMOiHAaIii
i3 CBIXK03aMOPOXKEHOIO IJ1a3MO10. Y TAlli€HTIB 3 FeMO-
¢iniero C mepen NPOBEICHHSAM IJIAHOBHX OMEpallii,
MIPOTATOM SIKMX IUIAaHYETHCSI 3aCTOCYBAaHHS ILIa3MH,
HEOOXiHO MPOBEICHHS JJAOOPATOPHUX AOCIiIKEHb Ha
HasBHicTS iHri0iTOpa 10 XI (hakTopa 3ropTaHHs KpOBi.
YcranoBneHo, mo namieHTy 3 aedinurom XI gakropa
1 HAasIBHICTIO 1HTI0ITOpA YM MALIEHTH 3 TSHKKUM Hedi-
ouToM (aktopa 1 HasiBHICTIO MyTauii reny tumy 11/11
MOXYTh OyTH YCHIIIHO NPOJIIKOBaHI HU3BKUMM J03a-
Mmu pexkomOinanTHoro VIla ¢akrtopa 3ropranHs KpoBi
(20-30-45 mr/kr — 1) [19].

YcTaHOBHUTH PU3MK BUHUKHEHHS KPOBOTEY IPH Xi-
PYpriyHUX BTPYYaHHSX y Mali€eHTiB 3 Hedinutom XI
(hakTOpy JOCUTH BaXXKO, OCKIJIKM KPOBOTEYI MOXYTh
BUHHKATH TIPH PI3HUX 32 TSHKKICTIO OpMax 3axXBOPIO-
BaHHs. ToMy, Tepe1 onepaniiHiuM BTPYYaHHSIM TaKHUM
HallieHTaM PEKOMEH/AY€EThCs 3aCTOCYBaHHS CBIXKO3a-

MOPOXKEHOI IITa3MH, SKIIO PH3UK PO3BUTKY 3HAYHUX
KpOBOTEY HEMOXJIMBO CIIPOrHO3yBartu [5; 12; 13].

IlIpoenos. Y OGinpmocti Bumazakis remodinii C
MPOTHO3 cHpusATABUNA. ONPUIIOAHEH] AaHi, U0 MpH
HenmocTaTHOCTI dakropa XI pifiie crocTepiraTbes
imeMivHi iHcynsTH [20; 21].

BucHoBku. 3axBoproBanHs Ha reModinito C yacri-
1€ BUSIBJISIFOTD Y €BPEiB-allIKeHA31, HIXK Y 1HIIHUX €THIY-
HUX Tpynax. Y mamieHTtiB 3 remodiniero C kpoBoTedi
BUHMKAIOTh IICIS XipypriyHUX BTPydYaHb YU TPaBM
(maHidecTanis 3axBoproBanus). IIpu migo3pi Ha nedi-
uuT X1 hakTopy HEOOXiTHO MPOBOANTH AU EPEHIIIHHY
JIarHOCTUKY 3 TAKMMHU 3aXBOPIOBAHHSIMH, K TeMoQi-
nist A ta B, xBopo0a BimneOpanara, anomannii GpyHKii
TpoMOOIMTIB, NedinuT iHMMX (AKTOPIB 3rOPTAHHS
KpOBi, KOMOiHOBaHI nedinuTh (GaxkTopis, piAKICHI Ba-
piaHTH Koarysonariii. JlikyBaHHs MaIieHTiB 3 Aedinu-
ToM XI (akTopy € 10CUTH CKIIaJHOI IPOOIEMOLO.
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