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KIIMHUYECKUM CNYYA AUATHOCTUKMU
BOJE3HU XATEMAHA Y MAUMEHTKW BE3
FEMOPPAIMYECKOIO CUHAPOMA HA 3TAME
NPEAOMNEPALMOHHOIO OBCNIEAOBAHUS
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OnVCal KUHAYECKWA CRySal AUATHOCTUKN GonesHn Xaremana y NauMeHTKM Ges reMOpparuyeckoro cuipoma Ha stane
NIPERONEPALMOHHOTO 0BCTER0BaHIS.

Annorauma

Ko onacoe. - 6onests Xarewmana, unu ASOUUMT GaKkTOpa
XIl CepTEIEaHNA KPOEW. BTO COCTORHME ELIBIEAET SHAUMTENbHBIE CTOKHOCTH B AMATHOCTUKE 3-3a OTCYTCTBUA ABHBIX
KAMHASECKUX MIPORBAEHUA Y NAUMEHTOB. OCHOBHOT Hak — yAnuHerue

CTUUHOTO TPOMBOMNACTUHOBOTO Bpemenn (AUTB), KOTOPOE HE COMPOBOXAAETCH TPAMMUMOHHGMA NDUSHAKEMM
KpOBOTOMMBOCTA.

MEpe KNMHUMECKOrO Cnydan MOAPOGHO OMWCAH MPOUECC AVTHOCTAKA RGHKOA KOGrynonaT, xmovan
TUaTebHYIO OUeHK) 0co6oe BHAMaHYE YAENIeHO NNGHUPOBAHNO
UEYPRCK BGLIETSTLETS ) MALWEHToR L Goneslo Xerowai KaTopoo TheSysr WAMBAZTLIGTD MoRtoda
npepjonepauMOHOA NogroToBKe

ey T R R T G TN A O Y T Y S 9
TakX@ BaXHOCTL CBOGBPENEHHOTO PACNOZHaBZHA GONE3HN Y WNGHOB CEMbA AN PKHER AHATHOCTAKA U SQOEKTUBHOTO
ynpasnexws saGonesaruem.
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A CLINICAL CASE OF HAGEMAN DISEASE
DIAGNOSIS IN A PATIENT WITHOUT
HEMORRHAGIC SYNDROME DURING
PREOPERATIVE EVALUATION
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Highlights

This report describes a ciinical case of Hageman factor deficiency diagnosed during preoperative evaluation in a patient without
hemorrhagic syndrome.

Abstract

This article examines a rare and potentially dangerous condition - Hageman disease, or factor Xil deficiency. This disorder
presents significant diagnostic challenges due to the absence of overt clinical manifestations in patients. The primary.
laboratory finding is prolonged activated partial thromboplastin time (aPTT) in the absence of conventional bleeding
symptoms,

Using a clinical case as an example, the diagnostic workup of this coagulopathy is described in detail including thorough
evaluation of laboratory data and genetic testing. Special attention s given to surgical planning in patients with Hageman
disease, which requires an individualized approach to preoperative preparation to minimize risks of thrombosis and
hemorrhagic complications. The necessity of monitoring patients with suspected coagulation disorders is justified, as well as
the importance of timely disease recognition in family members for early diagnosis and effective disease management.

The aim of this study is to increase clinical awareness among specialists regarding the diagnosis of Hageman disease and
the assessment of thrombosis and bleeding risks, particularly during the preoperative period.

Thus, despite the rarity of the disease and absence of obvious symptoms, a competent approach to diagnosis and
preoperative preparation can prevent serious complications associated with thrombosis and hemorrhage.

Keywords: coagulopathy, Hageman disease, factor Xl deficiency, prolonged aPTT, bleeding, thrombosis
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Cnucok cokpatuennit

AT-anurena

Beepetme

Boneaks
ceepruisannn

Xarewawa, W peuuut  ¢aktopa  Xil
KPOBW, FBNRETCA PEQKNM M CephesHbiM
KoTopoe Moxer

CNOXHOCTU B AWarHOCTUKe. 3TO CBASHO C TeM, 4T y
NBLVEHTOS 3aUCTYI0 OTCYTCTBYIOT ABHblE KIMHMMECKUE
NposeneHus saGoneBanus. ECTU AaHHas natonorus GyaeT

ATB - aKTWEMDOBAHHOE JACTWNHOE TPOMBONNACTHHOBOE
spews

C yYeToM W30NUPOBAHHOTO nOBbIWEHMS YpOBHA AUTB
NpOBOAWNOCH OGCnenoBaKve, B XOfe KOTOPOro TRWXAS!
6510 3BPETUCTPUPOBaHO CHIXEHite AKTUBHOCTU GakTopa XiI
CBépTbIBaHWA KpOBH: £10 1,10%, NIOBTOPHO A0 0,40% U Ao <1%
B AVHaMUKe Ha 6ase PASIMHBIX MEAULIMHCKIK yIpeXAeHUA
(ra6n. 2. famx o Hanuuan
aHTMdOCHOMUIMAHLX  aHTUTen ),
6ECCAMMTOMHO YAnMKATS AUTB, te nonysero (16 3). Npw

e i crcTems

COMETATCA C APYTVMA  KOBIONATASMM, TO  PHCKA,
0COBEHHO B PaMKax MEpHONepaLMOHHOTO BBEACHUA WU npoRomKuTenbHoCTs  AYTB,
o3pacTyr. ¥ Raonrton wil . X n X gawropo coeprasa poo e

NauveNTos C  paWsoR  Koarynonarue yposers
Jrane— axtumors ucops. Bammetnana e
OTKNOWEHSI,  MHTUWTOPSI  (GKTOPOB  CBEpTHIBaNMA

33KOHOMEPHOTO YATMHEHHA GKTUBUPOBAHHOTO YaCTH4HOTO
TpoMBONMaCTAHOBOT0  Bpemenn  (AUTB) u,  cornacko
TMTEDATYPHSIM  UCTOMAKAM,  YBETWSEHAR  EpeMenn
CBEPTHIBANMA 1O MeTOAY Nlu-YaiiTa [1]. ORHaKo, nocnepHii

pexomenpaumAMy
aHeCTe3M0N0r0B-PeaHNMaToNoros 2023 roRa He BKIOUEH &

SHyTEHHErO  MyTM  He  BbimEneMsi  JlaGOPATOpHbIe

noKazaTenu remorpamMel Ha 16 OKTAGPR 2024 TORA Takxe

NOKasHiBaNM HOpMaNsHsie YPOBHU remornoGna (135 r/n),

SpUTPOATOS (4,4 MnH/MKF), NeikouNTOB (4,27 Thic/kn)
202 Toic/mk).

(naGoparopws umm oT 18 HoRGpA 2024 ropa sbiAEATO

nepevent KpuHHa y
MM C HADYWEHWAMA TEMOCTA3a U HE NDUMEHRETCA B
N0BCeAHeBHOM KNMHMYECkof npaKTKe (2]

Knuhuueckuii cnyvai

Nauventka I, 32 ropa, o6patunace K rematonory &
HORGPe 2024 02 B HaCTHI MEAMUMHCKUR UeHTp B Mockee
N0 HanpaEnewwio aKyWepa-TWHEKONOra ANIA  MNaHOROM
TMCTEPOCKONMA  C  Uenbio  ynanewus nonuna

MyTaumo TT reva F12, nomumopguam CA6T
(rs1801020), noxanwsosanHbii & S-UTR (peaxwn annens),
2CCOLMMPOBAHHSIE C KIMHAYECKOR KAPTHHOR ~ YMHENWeM
AUTB u aeguuuTom Xl haKTopa caepTsisanws.

MaunenTka T. POAWNack 8 CPOK, Pa3BMBanach COTMACHO
BOSpACTY. B AETCTBE AMArHOCTUPOBaHA GPOHXMBnbHaR
3CTMa ANNEPIUNECKOrO [eHEsa, AUArHo3 B HACTORILEe BPeMA
CHAT B CBASU C AUTENHOR PemuccHed. HemepeHocumocTs
MeKAPCTBRHHBIX PENApaTOs, BaKLMH, CHIBOPOTOK OTPULLAET.
BYIpYCHble renaTuTsi, BMPYC MMMYHOREGMLWTA YenoBeKa He

nokasani
yanuHene AUTB Ao 1338 cexywn. 3To sHauewde Gwino
NOATEEPXMEHO ABaXAS! B PasHbix NAGOPATOpMAX AR
VCKNIOUEHNA  MPEBHanMTUdeckon  owMBKW: &
naGoparopun AYTB e onpegennocs, &
cocrasuno 189,9 cexynppi(1aon. 1)

TaGnuya 1. PesynbTatbiananu3osHaAUTB
Table 1. Activated partial thromboplastin time (aPTT) results

Hara/Date  3uavenve/ Pegepenc/
Value Reference

26102024 1338 cex/ sec 24-36 cex/sec

27102024 weonpemenewo/  254-36,9 cexlsec
not defined

27102024 1899 cex sec 25,4-36,9 cexlsec

Ms cemeioro awamesa - oTey ymep OT WHdapKTa

MUOKEDIa B 56 fleT Ha QOHe (aKTOpOB 0Bpasa XwsHu
(BPeAHbIX MPUBLINEK), MaTh - OTHOGHTENbHO 3A0POSA,
RGHHGX 33 HaNde  KOAryonaTuM no  pesynbTaram

KOBrYNOTPaMMS He OTMEUEHO. CemeiiHbili AaBETHUECKW n
OHKOGHAMHE3 He OTATOLIEH

CornacHo anamHesy, 4 OKTAGPR 2022 0Aa NaUMeHTKe Gbina
npoBefieNa  NanapocKOMMA  C  WccedeHeM  ouaros
SHAOMETPUO32 M UMCTIKTOMMER CNpasa 663 OCNOXHEHNT!
FIOCNEONepaUMOHHbIX  KpOBOTeueHI  Ge3  caepeHmin o
Pesy/bTaTaX KoaryorpaMMsl 1 OTKNOHEHWAX B HitX. B 2023
OOy Y NAUMEHTKM 6bna  Nepean  BEPEMEHHOCTs,
NIPOTeKaBUWAR Ha GOHE KeNe3OASPUUNTHO aHeMU nerkoi
cTeneny, TpeGoBaBlLan NepOpaNsHOfi Tepanuit CybdaTom
Xeneaa. BEPeMeHHOCTL 33BEPWMNACH B CPOK 40 HeAens,
POfOpaspellieHe MyTeM SKCTPEHHOTO Kecapesa ceveHwn
W3-33 AUCTPECCa MNOAa (MO RaHHBIM KAPAWOTOKOrpadi),
[EMOPPATUECKUX  OCTOXHEHMA He 6o, apxuae
Koarynorpamsi T 2 oKTAGPA 2023 roga Ha Gowe
6ePEMEHHOCTM BHIABNEHO M3ONMPOBAHHOE YRMMHeHye AUTB
no 927 cexywn (pedepenc: 24,0-380 cexywn) npu
HOPMA/IbHLIX OCTabHBIX 1IOKa3aTENsX.
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Tabnuya 2. PesynbTaTel aWanusos Wa aTueHocTs Xl
pakTopa caepTbIBaHNS.

Hara/ Date Inauenme/ Pegepenc/
Value Reference
27102024 110% 67-143%
02112024 0,40% 67-143%
0911.2024 <% 70-150%

Tabnuua 3. PesynsTaTel aHanusa Ha onpepeneie YposHa
‘aHTUGOCONMNMAHLIX aHTUTeN OT 09.11.2024 roga.

Mapkep/ Indicator nauenme/ Value

Avtutena k B2-
rankonporeuty 119G/
Antibodies to 2-
glycoprotein 119G

1,5 Eg/mn (Ujmi)

Awritena k p2-
rwonpotensy 1Igh/
Antibodies to B2-
glycoprotein 11gM

1,9 Ea/un (Ujmi)

AWTUTEnaKKaPAMONUTIAHY
1gG/ Antibodies to
cardiolipin IgG

2,39 Eajmn (U/mi)

AWTUTENaKKAPAMORATAHY
IgM/ Antibodies to
cardiolipin IgM

315 Ea/un (Ujmi)

BonuanouHbit
aHTUKoarynAHT/ Lupus
anticoagulant

He o6HapyeH] Not
detected

SIMHIA TPOMBOIMBONMUECKIA BHGMHE3 HE OTATOLIEH
[aHHBIX 33 GKTUBHbIA [EMOPPArUNECKWil CHHAPOM  Her:
MEHCTDYaLIA C MOMEHTa MEHaDKE PeryApHSIE, yMEpeHHSIE,
B Teuewse 5 Awel, GOMEIHEHHbie, TPEOYIOLWE npueMa
HMBC; CrioHTaksle AECHeBbie, HOCOBbIE KPOBOTEeHNS,
KOXHbIE  BHICKINAHWS (NETEXAW, CAHSKW, reMaTOMs) -
oTpuuaer. Co croe, onepaunn B awamese - 6es
OCTIOXHEHMA W KDOBOTENEHWH, TaKXe KpoBOTeueH noche
KCTPAKUMA 3y60B He OTMeuana. B CemeliHOM aHaMHede:
BaHHbIX 38 KPOBOTOWMBOCTS HET. MpW AMArHOCTUKE.

Table 2. Factor Xl coagulation activity analysis results.

NaGoparopus/Laboratory

WBuTpo/ INVITRO

AHKoM/ DNKOM

HayuHo-Kn/HUeckuit LeHTP NaTonoru remocTasa um. A. A.
Wnmaral Scientific and Clinical Center of Hemostasis Pathology
named after A. A. Schmidt

Table 3. Antiphospholipid antibody (aPL) test results from
November 9, 2024.

Pedgepenc/ Reference Mpuweaime/ Note

range

<5 Ep/mn (U/ml) He o6hapyxenbi/ Not
detected

<5 Ea/wn (UjmI) He oBHapyxens/ Not
cted

dete

<10 E/un (Ujm) He obapyxens/ Not
cted

dete

<7 Enfmn (U/mi) He oBHapyxens/ Not

detected

<12 He obHapyxensi/ Not

detected

remopparueckux cocTosHuit o wkane ISTH: O Gannos.
TRaHCAY3UOHHBIA aHaMHeS: He OTAIOLeH

OBbeKTUBHO: COCTORHME YAOBNETBOPATENLHOR, KOXHbE
IOKPOBLI 1 BUAUMIE CIMSUCTbIE GMSMONOTMIECKOM OKPACKH,
uacTsle. Mngekc maccel Tena = 20,5 Kr/m2. KocTHo-
MblweuHas  cucTemMa  Ge3 ApTepuanbhoe
nasnetiue 115/70 M. pT. CT. XKUBOT NpU NanbNaUMM MATKHf,
6e360neaHEHHbI. OTEKOB HIKHMX KOHEUHOCTE HeT.
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onesks
ceeprbiganin

Xaremawa, W AeuudT  daktopa  Xil
KpOBW, SIBNFETCA PEAKUM M CephesHBiM

¥ MAUMEHTIH, KaK GHINO. NPOREMOHCTPUPOBAHO, MMeeTcH
nonAMopuM rewa F12, KOAUPyIoWMA G3KTOP Xarewans,

KoTopoe MoxeT
COXHOCTU B AWATHOCTUKe. 3TO CBA3AHO C TeM, 4T Y

3KUM  CHIKEHMEM  MIDOAYKUMA
gakropa Xl

NauenTos 3aactyio s

nposEneHus sabonesanus. ECTM RawHan naronorus GyaeT

COueTaTbcA C  APYTUMM  KOArylomaTMAMM, TO  pHCKH,

0COBEHHO B PaMKaX MEpUOMEPALMONHOTO B3CASHWA WM
Bo3paCTYT.

NaMeHTOs C AaWHOM  KoarynonaTdeli  MaGopaTopHbie

VaMEHEHWS MPOSENSIOTCA NPEWMYWECTERHHO &  BUGE

ThoMBonRaCTUHOBOTO  Bpemen
UTEPATYpHIM  UCTOUMAKAM,  yBeMASGHS  BpemeHt
cagpThiBaH#R N0 MeToRy u-Yaira [1]. Owako, nocneaHi
43 YKasaHHbiX METOROB B HACTORLLEE BDEMA B COOTBTCTENN
C KMMWSECKMMA  peKoMeHpaUMsMA  Geaepaudn
aHeCTe3NONOroB-peaHmMaTonoros 2023 roaa He BKMIOYEH B
NepeNenHs NepHONEpaLMOHHOT NaB0PATOPHOTO CDAHINTa
MU HapyWeHMAMM feMOCTasa W He npuMeHseTcR 8
noBCeAMeEHOf KnHWNeCkoft MpaxTie (2].

—

NpoBeQEHHbX  NaBOPATOPHBIX

axTopos  caepThIRaNMA.
axTopa Xil) TAXENoR cTenen (akTusHoCTb dakTopa <1%),
roMo3uroTHaR MyTauna T/T rewa F12, nonumopdnam C46T
(rs1801020).

B ycnosusx

FUHEKONOTUNECKOrO  CTALMOHapa

neventio.  Mpu  ero  peduuure
AuTE

663 FEHbIX MPHSHAKOB KDOBOTOUMBOCTH, ORHAKO 3TO Takxe
noBbiWaET PUCK TPOMGosa [3,4). 3T0 oBbACHsETCA, BO-
NEpBLIX, TEM, UTO CYUIECTBYIOT PasAMuHLIE NDEACTABNEHNS O
paboTe cuCTeMs! remocTasa in vitro (ackaawas Teops) u in
VIO (KNeTouHaR TeopwA. B YaCTHOCTH, B PaMKaX KaCKaRHO
TEODUM BHYTPEHHMIA Ny Th CBEDTLIBZHUR HAYMHAETCA UMEHHO
 akTUBaUMM XIl G3KTOPa KO/UTaTEHOM 1 €ro pono KaxeTca
HAUMOM B OBPaI0BAHMA KPOBRHOTO CYCTKA. OAHAKO B
PaMKax KneTouHoi Teopun encTaones oI,
ceepreimakue  kposu  cTa VIl akTopa,
STHBIPOsIHHOTD TiaHess dartopow, younvaseTcn 58

et BauMM  TPOMOMHOM,  NEpBOHaNANsHO
Chpssosssumicn & KeBomuIoN xomiecTee, dmcopon
YCTOBHOrO BHYTPeHHero nyTd, muwya Xil ¢aKTop, §To
NpUBOAMT K  B3PLIBONOAOBHOR reMepaUUM  TOMBUHA U
Nlepexony  QuOpMHOeHa B QUOPUH &  AOCTaTOMHOM
KOMUNECTBe ANA OBECTIeveHMs eMocTasa Mpu TpABMax
pawax [5]. Bo-8Tophix, dakTop XIl yuacTayer & akTveauuu

w0 moxer puckn
apTEpMANGHBIX M BeHOSHBIX  TPOMGOIMGONMH,
HEBLIHALIMEAHAA  GEPEMEHHOCTH, TakKe  KnWHiKY

HAC/IEAICTBEHHOTO GHTIOHEBPOTUNECKOTO OTeka [36].

C yueTOM BHICOKOW WACTOTH BECCHMITOMHOTO Teuewn
AedwuuTa XIl aktopa (7], seiABneHve ero BoMOXHO
Snepotie 80 e3pocion s03pacTe, & anKax cysaioro, Kak

UewTpa «Bonbhuua NeS2» 20012025 fopa nposeneHo
pesnensice. famoctecioe. sucaGrueae notocts
W UepaMKanbHOTO  Kawana mod  KoWTpomew
r SHAOMETPMS.
Nepen OMEPATUBHLIM BMEWATENCTEOM NpW  KOHTPONE
Koarynorpammsi 0T 20.01.2025 : yposess AUTE
CocTasn 241,4 cex (pedepeHc naGopatopu 251- 36, 5 cex)
DM HOPMANBHBIX OCTBbHEIX NOKASATENAX KOATYOTPaMMS
B Xone NPeAONEPAUOHHOA MORTOTOBKM Gbina MpoBeaeHa
samecTuTenbHas  Tepanna
CBEXE3AMOPOKEHHOA  NnasMbI

anyrpmmeno xanenons

Pewewie MpAMRTO nevaum  spasom 63

BASKOYNIDYIUX  UHTETPATHBHbIX | TECTOS).

VUUTHIBAN HUIKWA PACK  BEHO3HO-TPOMBOIMBONMYECKNX

OCROXHeHMA Mo WwKane Kanpuiw, TPOMBONPOGATAKTHKa He

NposoAMNace. ocAle OMEpaLMA  HAKAKWX ~PaKHIX W
"

uﬁcﬂenosaww 4o CraBNT nepeA apasiom 3aKoHoMEpHIH
BOMPOC O TOM, HOCT M A2HHAR HAXOGKA BPOXAEHHSIA UMM
npMoGpeTeHHbiit XapaKTep.

B HacTosulee Bpes  MOXHO
KOMMYECTBO  OMYGNWKOBAHHbIX  PaboT,  MOCBALEHHBIX
nproBpeTentoMy AeduuuTy XIl 32 CUeT  UpesmepHoR
KOHTAKTHOM aKTWB3LMW WIM MOTEPH HA QOHE PasMuHBIX

BCTPETUTE  HeonbLIoe

Hos0nOrW, Takwx KaK  HeGpoOTAeCKAA Cakmpom (8],
amunonaos [9], Hosas kopoWasupycHas ukbekuma [10], y
NAUMEHTOS  Ha  SKCTPAKOPOPANsHOW  MeMGpaHHOIi

okcurenauun [11]. Kpowe TOTo, y HEKOTOPbIX NAUMEHTOS ©
BONNGHKOM M MOMOXUTESHbIMMA  aHTUKOArYNAHTHbIMM
aHTWTENaMU Goinn BhisENeHsl akTUTena K dakTopy XiI [12],
TaKke WHrWGATOpH K XIl  GakTopy  omucasel  npu
QYTOMMMYHHbIX  33GONEBAHUAX,  COTWAHBIX  OMYXOMAX,

OCTIOXHEHMit He 3aperucTPYPOBaHo.

3a6onesanyax kuweuHmka [13],

BpoxqieHHbIi feuUUT $aKTOpa Xarewawa uaue scero
3aBonesanvem, Ko

06cyxpaeHne SBNAETCA  ayTOCOMHO-PELECCHBHBIM
TaKXe COOGUIAETCA O CAYHARX aYTOCOMHO-AOMUNAHTHOTO
- cnysai Touan atoro
HEOGXOMMMOCTL  OuewkW  aKTWBHOCTM  GakTopa XIl u 3a60NEBAMA HEUIBECTHA, TIOCKONBKY B OBLIHBIX YCHOBMAX
feHeTANeckre  UCCReAoBaNMS  MyTaunh rewa F12 npu OHO MIPOTEKAET GECCAMNTOMHO. B OAHOM HCCREAOBaHA,

BLIFENEHAN yANMHeHUs AUTB. TpeOYeTcA BHUMATENsHbI
C6op aHawHesa, B TOM uMcne CemeiiMoro, M ananus
PesYNLTaTOs Na6OPATOPHLIX MCCNeAOBAHW ANA OUEHKM
PUCKOR KOBOTOUMBOCTH W TPOMBO3A NP MNZHUPOBAHM

noceswgkHoM 300 ocroxHeHusMY,
wro atoro
COCTaBNRET 2,3 %. Y [OMOSMOTHSIX NAUMENTOB ypoBeHs

daKTopa XIl He ONpepensiercs, a y reTepoSMTOTHbIX OH

nauvenTam  C

wn ¥ RanHoit
KaTeropui NauieHTos.

enax 20-60 % [4]. 3agwkcuposano
oKono 80 myrawn B reHe F12. BONbUMHCTEO U3BECTHBIX
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MyTauwi & rewe F12 — 570 MICCEHC-MYTaLK, B TO Bpem

NBLYEHTOB AR MAHUMWSALAN PUCKOB TPOMG030B WM
| CBASaHHLX C oTAM 3aGonesanvem [2]

aK " wyTaLm
pexe (HGMD, http://www.hgmd.).
BHe CeMeiiHOli UCTODHA YCTaHOBMEHHOTO AWATHO3a y

KPOBHbIX DOACTBRHHAKOB Hallel NaUMeHTKM, A0 MOMeHTa
NOATBEPXAEHNS  TeHETAdeCKOM  NPWPORs!  AeGMUUTE,
e

RAY M BOSMOKHSIE MPMOGPETEHHblE OMMCAHHLIE Bbilue
daKTops.

OnMcants CTysam  XMpYrANeCKuX BwewatenscTs 6e3
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CHHEPOM U3ONUPOBAHHOTO YANUHEHN AUTB

Knunueckue nposanenmn

KposoToumsocTs Bes kposoTouMB0CTA

Deguu Xl paktopa

Heduuy gaxtopa Hanuuwe wHruGATopa caeprsiBann (pexe Unprynsuus
ceeprsiBalA axTopa
BHeTpeHHero nyTh BHYTpEHHEro nyTH KiHuHoreHa, awtuTen
npexannukpenta
Vil X Xi Tectuposarute Ha
Buimsnenme aeguuya
UHrUBMTODS

Vil [ X BpoxaeHbiA FlpnoSpeTenHbii
Feeruseckoe
Tectuposatme
osan BTOpHUHEIX
cemenmbIi
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atamies

BONUaHOUHBIA BHTUKOBTYASHT

PaspentHble TTDb akTuTen
K KapauonMNMHy
u B2-rnuKonporewty IM u G

PucyHok 1. yanuHennn AUTB
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Patients with bieeding tendency

ical presentation:

Patients without bleeding tendency

Factor Xil deficiency

Intrinsic pathway Presence of intrinsic (rarely high-molecular. Upiynsuus
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deficiency factor inhibitors gprekam:w anTuTen
v X xi Testing for inhibitors to
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Figure 1. Diagnosti apTT v



