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Nedunuut dpakTopa cBepTbiBaHUA

Xlll y peten: ocobeHHOCTH
AVWArHOCTUKU, KIIMHUYECKOro TeYeHus
U OMbIT NPOBEACHUA 3aMeCTUTESIbHOU
Tepanuu
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Oednunt dpaktopa ceeptbiBanus Xl (FXIIl) sBnaetcs KpaiiHe peakol Koarynonatuen c
pacnpocTpaHeHHocTblo 1 crnyyan Ha 2—3 MnH. [laHHbIi fedUunT XapaKTepu3yeTcs TAXeNbIMu
MPOABMEHUAMI KPOBOTOUYMBOCTU B BUAE YM3HEYTPOMKAIOLLMX KPOBOTEUEHUIA, B TOM YMCIE MOBTOPHbIX
KPOBOTEUYEHWUI B LieHTpasbHylo HepBHyto cuctemy. B HMUL AFOWN um. OmuTpusa Poravesa Ha Hauano
2025 r. Habniopanuck 16 yenosek ¢ pedouumtom FXIIl. MMpoBbIM CTaHAAPTOM TEpanUW AaHHOM NaToNorum
ABNseTca npuMmeHeHne koHueHTpata FXIIl. C 2023 r. gpeTv ¢ NOATBEPXAEHHBIM HACNEACTBEHHbIM
pecdouumtom FXIII monyvaioT faHHbIA KOHUEHTpaT npu nomolumn doHpa «Kpyr gobpa». Ha MoMeHT
nybnukaumm ctatbn 9 us 12 peteit, KoTopbIM Bbina HasHayeHa Tepanus koHueHTpaTtoM FXIII, Hauanm
ero nonyvatb. Y BCeX NauMeHTOB Ha DOHe NMPUMEHEHWUSA [aHHOW Tepanuu HabniogaeTca oTCyTCTBME
CMOHTaHHOW KPOBOTOUMBOCTW. B cTaTbe onncaHbl 0COBEHHOCTU KIMHUYECKOW KapTuHbI, heHoTuna
¥ NPOSIBNEHUI KPOBOTOUMBOCTM Y nauneHToB ¢ aeduumntom FXIII, a Takke npeactaBneH onbT
NpUMeHeHWs Tepanun koHueHTpaToM FXIIl. B aaHHOM nccnenoBaHnn UCNOMb30BaHbl PETPOCMEKTUBHbIE
HenepcoHMULIMPOBaHHbIE AaHHbIE MALMEHTOB, NOMTyYEHHbIE B XOAE PYTUHHOM KNMHUYECKOW MPaKTVIKK,
MO3TOMY OHO He TpeboBasno 0a0bpeHNs ITUHECKUM KOMUTETOM.

KnioueBble cnoBa: peakue Koarynonatuu, nechnumnt chaktopa ceepteisanma Xlll, npogpunaxtuka,
KOHLeHTpaT pakTopa ceeptoiBaHus X, netn
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Hereditary factor Xlll deficiency in children: diagnostic and clinical
features and clinical experience with replacement therapy
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Factor XIll deficiency is an extremely rare bleeding disorder with a prevalence of 1 in 2—-3 millions. This deficiency is characterized
by severe bleeding manifestations: life-threatening bleeding, including recurrent bleeding into the central nervous system. Here,
we report 16 cases of factor Xlll deficiency in children who were under our observation at the beginning of 2025. The use of factor
XlIl concentrate is a global standard for the treatment of patients with factor Xlll deficiency. Since 2023, children with confirmed
hereditary factor Xlll deficiency have been receiving this concentrate with the help of the Circle of Kindness Foundation. By the
time of publication, 9 out of 12 children who had been prescribed treatment with factor XIll concentrate started to receive it.
All the patients receiving this therapy do not have spontaneous bleeding. In this article, we describe clinical and phenotypical
features as well as bleeding manifestations in the patients with factor Xlll deficiency and present our experience with factor
XlIl concentrate therapy. Ethical approval was not required since the study involved the use of anonymized retrospective data
obtained during routine clinical practice.
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akTop ceeptbiBaHua Xl (FXII) senaetcs

ubpuHcTabunuampyowum, npencrasieH

Npo-ramMMa-TpaHCrilyTaM1Ha30M, HaxoasLleincs
B nnasme B ghopMe retepoTteTtpamepa (FXII-A2B2),
cocTosauwero us Hocutens (FXII-B2) u 2 katanuTtn-
ueckux cybbeamnHnu (FXINI-A2). CuHTeanpyeTcs Kak
B rematoumMTtax, Tak M B MOHOUMTax, Makpodarax u
MerakapuouuTax. Mepuoa MOnysKU3HW COoCTaBnsaeT
okono 9-12 gHei [1].

B kackape ceeptbiBaHusa kposu FXIIl yyacTeyeT B
KOHe4yHOn pa3e, ero akTuBaLMs Bbl3bIBAETCA TPOM-
BuHoM. Mocne aktueaummn FXIIl koBaneHTHO cBA3bIBAET
2 Monekynbl oubpuHa, Takum 0Bpa3oM NMpPoOMCXOAUT
cTabunusauus domnbpuHosoro crycTka [2]. OpHako posbio
B remocTase gencteune FXIll He orpaHunumBaeTcs. Takxke
OH MPVHMMAET aKTUBHOE y4yacTue B MpoLeccax aHrmo-
reHesa, 3aXMBIIEHWUM paH, COXpaHeHUU bepeMeHHOCTU 1
KapamonpoTekumm [2].
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CybbenuHuua FXII-A kogupyeTcs reHoM, COCTO-
AWMM 13 15 3K30HOB U 14 MHTPOHOB. 3TOT reH oxBa-
TbiBaeT reHoMHyio obnacte 160 kb n HaxoauTcs Ha
xpomocoMe 6p24-25. Cybveannuua FXIII-B kogupy-
€TCH FeHOM, pacnosnoXeHHbIM Ha xpomocomMe1q31-32.1,
M COCTOMT 13 12 3Kk30HOB, 11 MHTPOHOB U OXBaTbIBAET
reHoMHylo obnacTb 28 kb [3].

Hedouumt FXIIl — pepkas ayToCOMHO-peLieccuBHas
Koarynonatus ¢ npubnuanTenbHON YacToToW BCTpeya-
emocTu okono 1 crnyuas Ha 2—3 mrH [4].

Mo nuTepaTypHbIM OaHHbIM, Ana pgeduunta FXIII
XapaKTepHa KOppPensAuus Mexxay NposiBNEHVNSIMU reMop-
parMyeckoro CMHApPOMa U Konu4yecTBOM cpakTopa,
T. €. YeM OH HMKe, TeM cepbesHee ByayT KpoBoTe-
ueHus [5]. Mo cTenenn Taxectn necouumt FXIII penart
Ha TAXeNylo, KOrAa aHTUreH UM aKTUBHOCTb pakTopa
Huske 1%, cpenHeTskenyio (0T 1 a0 4%) v nerkyio (BbiLe
5%) dopMbl. Hanbonee Tamenblit reMopparmyeckuii
CWMHOPOM XapaKTepeH ANsi MauMEeHTOB C KOJIMYECTBOM
dhakTopa MeHee 1%. lNpu Tsskenon oopme 0TMeyYaeTcs
BbICOKasi YacToTa BHYTPUUEPErHbIX KPOBOWU3NUAHUA (1o
40%), kpoBoTeueHuin co cnmanucTbix (no 30%). OcobeH-
HOCTBIO KIIMHWYECKMX MPOSIBNEHWI faHHOrO pedmumta
Takxe ABnAeTca paHHuit nebioT (y GonblIMHCTBA Nauu-
EHTOB 3T0 1 Mecsl sKM3HM] M Hanuune KPoBOTEUEHMS
“3 NYMOBMHHOIO OCTaTKa, KOTOPOe Hepedko TpebyeT
3aMeCTUTESIbHbIX FreMoTpaHCcy3ui. Y BonbHbIX C aKTUB-
HOCTbIO dhaKTopa Bbile 5% Hanuuue }U3HeYrpoKaloLLMX
KPOBOTEYEHWUI AOCTATOYHO HETUMUYHO M MOCTaHOBKA
OMarHosa y HUX MOXeT ObiTb 3aTpyfHWUTENbHa BBUAY
IMMUTUPOBAHHOIO [OCTYMa K AMarHocTuke pedpmumta
FXII [6]. OcobeHHOCTbIO faHHOMO OeduumnTa TakKe
ABMSAIOTCS NOBTOPHbIE 3NW30Lbl HEBbIHALLMBaHUA bepe-
MEHHOCTH, YTO HabsloAaeTCa B OCHOBHOM Y NMAaLMEHTOK C
KONMYecTBOM hakTopa MeHee 5% [7].

[varHoctuka

OcHoBol amarHoctukun gedomumta FXIII asnsetcs
XOPOLLO cobpaHHbI aHaMHe3, 0cobeHHO dhaKT KPoBO-
TEYEeHUA 13 NYNOBMHHOIO OCTaTKa M BbIPAMKEHHbIN
reMopparuyeckuii CMHopom Bes HapyLLEHUI CO CTOPOHBI
CTaHOapTHOW Koarymnorpammbl. [lanee HeobxommMmo
onpefeneHne akTMBHOCTM unu aHtureda FXIII [8].

Tak Kak nauueHTbl C JaHHbIM eUUNTOM UMeloT
TSKENbIA PeHOTUM KPOBOTOUMBOCTH, BO BCEX CryYasx
C KOnMYecTBOM dhakTopa Hue 5% pekoMeHpoBaHa
npodpunakTuyeckas samectutenbHas tepanus FXIII[8].

Mpu Hanuuum KoHueHTpaTa FXIII ero BBOOAT B fO3e
40 EQ/Kr B cpedHeM Kaskable 4 Hep ANs NOLAEPsKaHNS
peduumnTHoro cpakTopa Ha ypoBHe Bbile 5%. ToT ke
MPUHLMN XapaKTepeH v ANS NpoUNaKTUKU HeBbIHA-
LUMBaHWA BEpeMEeHHOCTHN Y NaUMEHTOK C faHHbIM fedu-
LIMTOM.

[1na neyeHnst OCTPbIX KPOBOTEUEHMIA TaKKe MpuMe-
HsieTcs FXIII B gose 40 En/Kr ¢ ganbHeMLLMM NOBTOPHLIM
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BeenennemM 20 En/kr npu HeobxogmmocTu. AnbTepHa-
TUBHbIM METOLLOM Tepanuu Npu OTCYTCTBUM KOHLEHTPaTa
SIBMAETCA NPUMEHEHWe KpuonpeuunuTata — 1 gosa Ha
10 Kkr Macchbl Tena, B Cilyyae ero OTCYTCTBUSI — CBEXKe3a-
MOPOYKEHHOM Nna3mbl B fose 15-25 mn/kr [9]. Ucnonb-
30BaHWe KpuonpeumnuTaTa npeanoyTuTesibHee, Tak Kak
copepskaHue FXIII B HeM npuMepHO B 3 pasa Bbilwe, YeM
B CBEXXE3aMOPOXEHHOW Mfa3Me, COOTBETCTBEHHO, U
obbeM, Tpebylowmincs ana uHdyaumn, B 3 pasa MeHbLUe
[10].

B uensix npodunakTMUYeckKonm Tepanuu Takxke
BO3MOKHO MCMOMb30BaHWe KpuonpeuunuTata — 1 gosa
Ha 10 kr Macchl Tena Kaxable 4—6 Hep, Mbo cBexesa-
MOPOKEeHHOM nnasmbl 10 Mn/kr Kaskable 4—6 Hepn [11].

PaHee HaMu onucaH KIMHWUYECKUIA CIyYai MOMbITKM
NPOUNAKTUHECKOrO NEeYeHNs MaUMEHTKN C THXENbIM
necbmumTtom FXIII kpronpeumnuTaToM ¢ UCCNEefoBaHNEM
chapmakokuHeTukm FXIII, kKoTopoe nokasano, YTto naum-
EHTKe ANS MOLAEPMKaHUSA aKTUBHOCTW LedULMTHOrO
dhakTopa TpeboBanocb o0Koslo 2 TpaHcdy3uii B Mecsl,
COOTBETCTBEHHO, X 2 rocnuTanu3aumum B cTaumoHap B
MecsL, YTO, KOHEYHO e, He MOXeT cnocobcTBoBaTh
KOMIfiaeHTHOCTM Tepanum [12].

Ha ceropHsiLLHWIA oeHb CyLLeCTBYET 2 BUOA KOHLEH-
Tpatos FXIII: nnasmatnyecknin, copgepkalumin cybbeamn-
Huubl A 1 B, n pekoMBUHaHTHbIN, copepsKaLLmnii TOMbKO
cybbeanHuuy A (okono 95% Bcex nauuentos) [13].
[laHHble NpenapaTbl He 3aperncTpupoBaHbl Ha Teppu-
Topuu Poccuiickoit ®epepaumnn (Pd). OgHako ¢ 2023 .
B paMKax BrnaroTBOpUTENbHOM MPOrpamMMbl nnasmaTu-
YeCKUI KOHLIeHTpaT 3akynaetcsa choHpoM «Kpyr nobpa»
ona petert ¢ pedounumtom FXII, nposuBaioLLmx Ha Teppu-
Topumn P®.

Llenb paHHoi paboTbl — NMpoAeMOHCTPUpPOBATH
0COBEHHOCTU AMArHOCTUMKN U KITMHUYECKOrO TeYEHUS
nedomumta FXIIl y neTten, a Takse NpeacTaBuTb OMbIT
npuMeHeHuns KoHueHTpaTa FXIIl y AaHHbIX NaLMeHToB.

MATEPUAIbI U METO[1bl UCCJIELOBAHUA

B maHHOM nccnenoBaHWy MCMOMb30BaHbI PETPOCNEK-
TUBHbIE HEMEPCOHNPULMPOBAHHbIE AaHHbIE MALMEHTOB,
MOMyYeHHbIE B XOAE PYTUHHON KITMHUYECKOW MPaKTUKK,
NnoaToMy OHO He TpeboBano opobpeHUs 3TUYECKUM
koMuTeToM. OueHMBarncs reMopparMyeckuii CUHLPOM
Ha OCHOBaHWW JaHHbIX aHaMHEe3a 1 OMPOCHMKA KPOBOTO-
umBocTu ansa aeteit (Pediatric Bleeding Questionnaire,
PBQ) [14], uccneposanue aHturena FXIIl (HemosiL
Factor XlIl Antigen, Instrumentation Laboratory, CLLA)
B DONbLUMHCTBE CyyaeB NPOBOAMIOCH B nabopatopum
remoctasa HMULL AFOW vm. IMntpus Poravesa, ogHako
HekoTopble obpasubl Bbinn MCcrenoBaHbl N0 MecTy
sutenbcTBa. OueHnBanmch Takxke non, Bo3pacT naum-
€HTOB, BPEMSA MEPBOro 3MMW30[a KPOBOTOYMBOCTU M
BO3pacT NOCTaHOBKM AnarHosa. KoHueHTpat FXIIl Bcerpna
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HasHauancs cneuunanuctamu HMUL OFOU uMm. OmuTtpus
Porauesa n3 pacueta 40 ME/kr Kasable 28 aHeit
BHYTpuBEHHO. Ero adpchbekTMBHOCTL onpenensanack npu
MOMOLLM NMOBTOPHOro cbopa remMopparn4yeckoro aHam-
He3a 1 CyBbeKTVMBHOW OLIEHKM feYalLMMmM OKTOpPaMu Mo
MECTY UTenbCTBa.

PE3YJIbTATbl UCCJTIENOBAHUA

Ha MoMeHT aHanusa B ycnosusax HMUL OMOU um.
Omutpua Porauesa Habniopanuck 16 peten ¢ pedu-
untoM FXIIl B Bo3pacTe oT 9 MecsueB fo 16 ner,
cpean KoTopbix npeobrnananu gesoukn (n = 13; 81%)
(rabnunua).

AnTturen pecpuumtroro FXIII MMHUManbHO cocTaensn
0,7%, camoe Bbicokoe 3HauyeHne — 47,8%. Y Bonb-
WwuHcTBa nauneHtoB (n = 13; 81%) KoHUeHTpaums
FXIII He npesbiwana 5%. ¥ 15 (94%) us 16 naumeHToB
nepBble MPOSBMEHUS FEMOPParM4yeckoro CMHLpPOMA
BbiNnM 3aperncTpupoBaHbl Ha NEPBOM FOAY U3HU U Y
13 u3 HMX — Ha nepBOM MecsLe KM3HU. MeamaHa
BO3pacTa MOCTaHOBKM AMarHo3a cocTasuna 6 net, npu
3TOM MUHMManbHbIN BO3pacT cocTaBui 9 Mecsues, a
MaKcuMarbHbi — 16 net (tabnumua).

Bce HabniopaeMble nauMeHTbl MMENU 3HAYMMble
NpOSIBIIEHUsI FEMOPPAarMyeckoro CMHOpoMa. Tak, MUHU-

MarbHoe 3HayeHwue no wkane PBQ coctasuno 7 bannos,
MakcuManbHoe — 16 bannos.

Mpn aHanvse 3aBUCUMOCTU BbIPAKEHHOCTHU
NPOSIBNEHWA reMopparnyeckoro CMHAPOMa OT KONu-
yectBa FXIIl He BbINO MoNyyYeHo 3HauYMMON Koppe-
naunn (pucyrok 1). KoadpdpuumeHTt koppensaumm (t)
Kenpanna coctasnn —0,31 (p = 0,12). OgHako Bce nauu-
EHTbI, BKMIOYEHHbIE B [aHHbIA aHasM3, UMENM BbICOKOE
3HayeHue no wkane PBQ (rabrmya).

Mpn aHanuse nNpoSABMEHUA KPOBOTOYUMBOCTHU
(pucyHok 2) HanbBornee uyacTo Habniooancs KOMHbIi
reMopparmyeckuin CMHAPOM, XapaKTepu3oBaBLUMACA
NOSIBMIEHNEM KPYMHbIX FEMaTOM, KOTOPble HEOLHO-
KpaTHO TpeboBanu rocnuTanusauuii U NpoBefeHus
reMocTaTMyeckomn Tepanun. Takxe Ans HaHHOW Fpynmbl
nauneHToB Obifa XapakTepHa BbICOKas YacToTa KpoBO-
TeUeHWit U3 MynoBuHHOro ocTaTka (75%) 1 B LieHTparbHyio
HepaHyto cuctemy (LIHC) (62%), B TOM umcrne noBTOPHbIX
(y 3 naumenToB). HeMHOrO pese BCTPeYanucChb KpPoBO-
TeueHust nocne ynanexus 3ybos U npu Menkux paHax/
ccaguHax. Mpy 3TOM KPOBOTEUEHMUS CO CIIU3UCTBIX, B YacT-
HOCTM W3 HOCa, MeHopparum 1 reMapTpo3bl Habniopganuch
KpalHe pefKko, a NocrneonepaLmoHHble KPOBOTEUYEHNS B
HaLLei rpynne nauveHToB He BCTPETUIICH BOBCE.

C 2023 r. bnaropapsa nporpamMme bnaroTsopuTesb-
Horo dooHpa «Kpyr pobpa» ons Tepanuu KpoBOTeYEHU

Tabnuua
MaumenTsl ¢ gecorumtom FXII
Table
Patients with factor XIII (FXIIl) deficiency
[T LLikana PBQ, Bospact BpeMs oT nepBbix NposiBNeHni
MauueHT EXIIL % 6annbl Bo3pacT nepBbix nposiBNeHnH NOCTaHOBKMN [0 NOCTaHOBKW fMarHosa
Patient FXIl anti e‘r)1 % PBQ The PBQ, Age of first manifestations AuarHosa Time from disease onset to
gen, %o scores Age of diagnosis diagnosis
1 mMecsy 4 ropa 4 roga
Nel 26 10 1 month 4 years 4 years
1 Mecsy, 12 net 12 net
No2 9.3 8 1 month 12 years 12 years
1 mecsy, 13 net 13 net
Ne3 23 13 1 month 13 years 13 years
1 mecsy, 16 net 16 net
Nod L6 16 1 month 16 years 16 years
1 mecsy, 2 roga 2 roga
Ned 22 10 1 month 2 years 2 years
1 mMecay, 2 ropa 2 ropa
Neé L5 14 1 month 2 years 2 years
7 MecsL, 5 ner 4.5 ropa
Ne7 31 10 7 months 5 years 4.5 years
7 Mecsal 4 roga 3,5 roga
Neg 5 7 7 months 4 years 3.5 years
1 mecsu, 8 net 8 net
Ne9 1 12 1 month 8 years 8 years
5 net 16 net 11 net
Nel0 46,7 7 5 years 16 years 11 years
1 mecsy, 16 net 16 net
Nell L6 11 1 month 16 years 16 years
1 mecsy, 6 net 6 net
Nel2 0.7 8 1 month 6 years 6 years
1 mecsy, 4 ropa 4 ropa
Nol3 L3 9 1 month 4 years 4 years
1 mecay, 9 MecsueB 9 Mec
Nol4 28 ? 1 month 9 months 9 months
1 Mecsy, 3 ropa 3 ropa
Nold 77 12 1 month 3 years 3 years
1 mecay 9 net 9 net
Nel6 20 12 1 month 9 years 9 years
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M B KauecTBe NPOdIMNaKTUUECKOrO NIEYEHNS MaLMNEeHTbI
¢ nechmumtoM FXIII obecneunBatoTcst nnasMaTMyeckmm
KoHueHTpaToM FXIIl (dubporammuu, CSL-Behring,
FepMaHua). [Ans npoduNakTUYECKOro feyeHus
npenapar npuMeHsieTcsa B cTaHaapTHoi nose 40 ME/kr
1 pa3s B 28 gHen. M3 16 naumMeHTOB Ha MOMEHT aHanu3a
9 6611 0becneyeHbl JaHHLIM NPENapaToM M NPUMEHSAN
€ro B LEeNAxX NpocounakTMKM KPOBOTEUEHWIA UM B Cryyae
KpOBOTEYEHMS.

CornacHo coobLleHnaM nevalumx Bpayeit No MecTy
MUTENBCTBA, OCYLLECTBAIIOLLMX HabmoaeHe naumeHToB
3a nepvof 12 mec npodpmnakTuyeckmnx BBeAeHU B f03e
40 ME/Kr, HM y OOHOMO MauueHTa, HavyaBLUero Tepanuio
OaHHbIM KOHLLEHTPaTOM, He 0TMeYasniocb NMPOSIBIEHUN

PucyHok 1
Koppensuusa antureHa FXIII 1 BbipaxeHHOCTM reMoppa-
FMYECKOro CMHAPOMa Mo faHHbIM WKanbsl PBQ

Figure 1
A correlation between FXIIl antigen and bleeding severity
evaluated using the PBQ
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PucyHok 2
Buabl kpoBoTeueHuit y naumneHTos ¢ gedpmumtom FXIII
Figure 2

Types of bleeding in the patients with FXIII deficiency
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CMOHTAHHOW KPOBOTOUMBOCTHU W/WUIIN TAKENbIX KPOBOTE-
ueHWii. KpoMe TOro, B Xofie MHTEPBbIO Nevallux Bpayeit
He BblNo 3aperucTpUpPoBaHO HU OOHOTO CryYas Hexena-
TenbHbIX SABMEHUI, aCCOLMMPOBAHHBLIX C NPUMEHEHUEM
[aHHOro Npenapara.

OBCYXXIOEHUE PE3YJIbTATOB MCCIE[LOBAHUA

HaMmu npeacTaBneHa AOCTAaTOYHO KpynHasa rpynna
nauneHToB € KpainHe pegkum pedomumntom FXIII.
YunTbiBasi MMPOBOWA OMbIT, Mbl MOKEM MOATBEPANUTb, UTO
[aHHas NaTofiorns acCoLMMpOBaHa C KpalHe TSKenbIM
hEeHOTMNOM KpPOBOTOUMBOCTU. Y BCEX MaLMEHTOB,
BOLLEALUMX B UCCefoBaHWe, Bbino onpefeneHo BbICOKoe
3HayeHue bannos no wkane PBQ, oTpaskaioLLee TAxeCTb
KpoBOTeUeHW. Takxe BbisiBNeHO Bonblloe Ynicno naum-
€HTOB C KpoBoTeyeHneM B LIHC — Bonee nonoBuHbI, UTo
TaK¥Ke COOTHOCUTCS C OMMCaHHbLIMK CITy4asiMn B MAPOBOM
NpaKTuKe, rae BbifBAseTCA Bbonblioe ynucno BosbHbIX €
BHYTpUUEpPErHbIMU KpoBOM3NUsHUAMM [4, 8].

OTAEnbHO CTOMT OTMETUTb ANMTENbHbLIN Nepuon
BPEMEHW, NPeLLLIECTBYIOLLMIA YCTAHOBIIEHUNIO AMArHo3a
pedomupmta FXIIl. MegnaHa BpeMeHn 0T MOMEHTa NepBbIX
KITMHUYECKNX NPOSIBIEHWA A0 MOCTAaHOBKW BMarHo3a
cocTaBuna 6 neT, a BPpeMsi OT MePBbIX NPOSIBIIEHUN [0
Hauana fiekapcTBEHHOro obecneyeHnss — okono 7 e,
YTO XapaKTepu3yeT Hey[OBeTBOPUTENbHYI0 AMarHo-
CTWKY faHHoro geduumnta Ha Tepputopumn PP, Xouetcs
TakXe OTMETUTb OAMH W3 JOCTaTOYHO CreuUnUYHBIX

75%

62%

6% 6%

N 0% |

MeskMbl- HocoBble KposoTe-  KpoBoTe-  KpoBoTe- [emaptpo3 [locneone- KposoTe- BHyTpuue- MeHoppa-
LeYHble  KPOBOTEYE-  YeHWs CO YeHus YeHus u3 Joint pauUMOHHbIE  YeHWe u3 penHoe rmm
remMaToMbl HUS CrmMancTom nocne MerK1X bleeding  kpoBoTeue- nynmoBMH- KpoBoTeue- Menorrhagia
Muscle Epistaxis poTOBOM ynanewus  paH/nope- HUSA Horo Hue
hematomas nonocTn 3yboB 30B Postoperativ. ocTaTka Intracranial
Oral Bleeding Bleeding e bleeding Umbilical bleeding
mucosal after tooth froma cord
bleeding extraction minor bleeding
wound/cut
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OPUTMHAJNIbHBIE CTATbU

CUMMTOMOB, XapakTepHbIx Ansa gecouumta FXIII — kposo-
TeyeHue M3 NYNOBUHHOIO OCTaTKa, KOTOPOE BCTPeTU-
nocb y bonee AByx TPeTeN NALMEHTOB U ABNSETCA OOHUM
U3 XxapakTepHbix npuaHakos pgecuumnta FXIII. Hannune
Maroro Kofm4yecTBa MEHOpparuii M NOCreonepaLmoHHbIX
KPOBOTEYEHWI CBA3aHO B OCHOBHOM C BO3PAacTOM Naum-
EHTOK Ha MOMEHT aHanu3a (MeauaHa 6 neT), a Takxe
OTCYTCTBMEM OMepaTuBHbIX BMeLLATeSIbCTB B aHaMHe3e.

B HalleM uccrnenosaHuu B 0CHOBHOM (81%) Bbinu
NpencTaBfieHbl MNaUMeHTbl C KpalnHe HU3KUM CopepsKa-
Huem FXIIl — menee 5%, uTo n3HavanbHO Mpegnonaraet
Hanuune TaKenbIX KposoTeueHuin [7, 8]. BoaMoskHO,
MHOMMe MaumeHTbl ¢ nerkumn dpopmamu gecpuumta FXIII
Tak v ocTatoTcs Be3 auarHosa B CBA3W C HU3KOW JOCTYM-
HOCTbIO AMArHOCTYKM.

PesynbTaTbl, Nony4YeHHble N0 AaHHbIM KOppPensaLmnm
reMopparuyeckux npossnenun n konuuectea FXIII,
He AOMKHbI HaC YAMBISATbL M BBOAWTb B 3abnysaexue.
XoTa B faHHOW paboTe He BbINo NonyyeHo LOCTOBEPHO
3HAUMMOW KOPPEeSIALMN BbIPaXKEHHOCTN reMopparuye-
CKMX NposiBieHni no wkane PBQ co cTeneHbio CHUMKEeHWS
KoHueHTpauuu FXIII, aTo He 03HauaeT, YTo OHa OTCYT-
CTByeT B nonynsumn. Bo MHOrom otcyTcTBME AAHHOM
KOppensaumMm MOXHO 0BBACHUTL TeM DaKTOM, UTo y
BonblmHcTBa naumenTos (11 n3 16; 69%) aHtureH FXIII
He npeBbiwan 3% 1 BCe M3 HUX UMENU BblPasKEHHbIE
MPOSABMEHNA reMopparuMyeckoro cuHgpoma (62%
(10 n3 16 naumeHToB) — kposoTeueHus B LIHC). B 1o xe
BpeMsi y 3 MauMEHTOB C KONMMYeCTBOM DakTopa Bbille
3% Habnwopanuce kposoTeueHus B LIHC, B 2 cniyuasx
OHW BbIIM HECMIPOBOLMPOBaHHbLIMU. TakKe y MaLUneHTKM
C KOnMyecTBOM (haKkTopa 5% nocne MWHUMAsbHOW
TpaeMbl Habnioganock obpasosaHue obwmpHon 3abpio-
LUMHHOI reMaToMbl. Mo nUTepaTypHbIM AaHHbIM [3, 4, 8],
y naumeHToB ¢ konunyecTtBoM FXIII meHee 5% Habniopa-
loTCcA Havnboree BbipaXeHHble MPOSBIIEHUA remMopparu-
ueckoro cuHapoMa. B HanbBonee KpynHoi pabote [15],
roe BNy NpoaHanM3MpoBaHbl faHHble 0 64 mauueHTax
¢ nedouumtoM FXII, Hanbonee TaxenbIn remopparuye-
CKMI cMHOpOM Habniogancs y 60mbHbIX C KOMYeCTBOM
dhaktopa Huke 15%, MMeHHO NO3TOMY aBTOpPbI NOCTY-
nupyloT HeobxoanMocTb MpoBefneHus obaszaTencHown
NepBUYHOV 3aMECTUTESTbHOW NPOOUMIAKTVKMA NaLmueHTaM
C KOHLieHTpaUmeit aHTUreHa naske MeHee 15% [15].

M3 16 naumeHToB, NpeacTaBfieHHbIX B HACTOALLEN
pabote, 12 neTaM C MenaHOW KOHLEHTpaUMn aHTureHa
FXII 2,1% 6bina Ha3HaueHa Tepanusi KOHLEHTPATOM

FXIIl (dubporammun, CSL-Behring, Mepmanus). esouke
c KonuuecTBoM dhaktopa 9,3% 6bino pekoMeHAoBaHO
BBEAEHWE KOHLIEHTPaTa TOJIbKO B CllyYae KPOBOTEUEHWS,
ocTanbHbiM 11 naumeHTam B COOTBETCTBUM C MEXOY-
HapoAHbIMKU pekoMeHaaumsammu [15] Bbina HasHaueHa
Tepanusa koHueHTpaToM FXIII B kauecTBe npodmnak-
Tukn 1 pa3 B 28 gHen. V13 12 naumeHToB 9 nonyymnm
xoTs 6bl 1 BBeneHne 40 ME/kr koHueHTpaTa FXIII B
NPochMNaKTUYECKON [03€ U Y HUX MOSIHOCTbIO OTCYT-
CTBOBana CMoHTaHHasi KPOBOTOUMBOCTb, YTO YKa3blBaeT
Ha xopoLuyio 3¢dEKTUBHOCTb AaHHOro npenapara. o
OaHHbIM MPOBefEHHbIX PapMaKOKMHETUYECKNX UCCe-
[oBaHui, besonacHocTM U 3PEKTUBHOCTU 3TOrO
npenapata bbI0 NMokasaHo, YTo NPU ero NPUMEHeHUH
y 13 naumeHTOB Takxe He Habniopanocb KPOBOTEUYEHWUI
U 3HaUMMbIX NOBOYHbIX peakuuit [16]. B gpyroM uccne-
posaHuun [17] npu cpaBHEHUW C rpynnoit KoHTpons Bes
chakTOopHOM Tepanuu y 7 nauweHToB Habnwopanoch
0,2 ann3ofa KPOBOTOUMBOCTH B MO, B FPYMME KOHTPOSS
me — 2,5 anm3opa CnoHTaHHON KPOBOTOUMBOCTH, TaKKe
He BbINo BbISIBIIEHO M 3HAUMMbIX MOBOYHBIX peakumuii Ha
BBEfleHMe KoHUeHTpaTa [16, 17].

3AKIIOYEHUE

Oedomumt FXIII saBnseTcs penkor KoarynonaTtuen ¢
TAXeNbIM heHOTMNOM KpoBoTounsocTH. Cneundomnue-
CKUMMU A8 AaHHoro 3abonesaHuns reMopparnyeckmmm
NPOABMEHNAMN ABMAIOTCA KPOBOTEUYEHNS U3 MYNMOBMHHOIO
ocTaTKa M BbICOKasi 4acTOTa BHYTPMYEPENHbIX KPOBO-
U3NWUAHWIA, B TOM uncrie NoBTOpPHbIX. OCHOBOM Tepanum
[aHHOro gedmumnTa SBAseTcs NPUMEHEHUE KOHLEHTpaTa
FXIII kak no dhakTy KpoBoTeueHus, Tak 1 B npodunak-
TUYeCKOM pexunme. lpUMeHeHne faHHOro KoHLEeHTpaTa
MO3BONSET CHU3WUTb CMOHTAHHYI0 KPOBOTOUYMBOCTb U
n3beaTh KUIHEYTPOKAIOLLMX KPOBOTEUEHHUM.

MCTOYHUK ®UHAHCUPOBAHUSA
He yka3saH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbW MOATBEPAUNM OTCYTCTBME KOH(DNIMKTA WHTEPECOB, O
KOTOPOM HeobxoanMo CoobLLNTb.
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