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bonesznuv Xacemana — pedkas nacaedcmeennas namonoaus eemocmasa, xapakmepuayroujascs degpuyumom X11 paxkmopa ceepmoigaemocmu
KpOBU U CONPOBONCOAIOUAACS MAKUMU NA00PAMOPHLIMU USMEHEHUAMU, KAK YOAuHeHue épemenu ceepmuléanus kposu no Jlu—Yaimy
U AKMUBUPOBAHHO20 YACMUYHO20 MPOMOONAACMUH08020 8peMeHu. acmo cuumaemces, umo smu AabopamopHsie cO8U2U C8UEMeNbCMBYIom
0 NOBbIUEHUU PUCKA KPOBOMeHeHUI N0 AHAN02UU ¢ MAKUM 3a001e8aHuem, KaK eemopuaus. Imo eedem Kk HeOOOCHOBAHHOMY HA3HAHEHUI)
3aMecmuUmenbHoil U 2eMOCMAmUu4ecKoll mepanuu, HeCMOmMps HA Mo, 4MO KAUHUMECKU 3HAHUMble KPOBOMEUeHUs Y MOl Kameopuu
nayuenmos He paszeusaromcs. B cmamve npedcmasnenvt 0630p aumepamypbul, nocésuernblii 6041e3Hu Xaeemana, u ONUCanue KAUHUHECKUX
cay4aes onepamusrozo aeuerus demeil ¢ dechuyumom X1 paxmopa b6e3 ucnonv308anus 3amecmumenvHoll U 2eMOCMAmu4ecKoi mepanuu.
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Hageman’s disease (hereditary factor XII deficiency). Review of literature, clinical observations
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Hageman'’s disease is a rare hereditary disorder of hemostasis, characterized by a deficiency of coagulation factor XII, accompanied by
prolongation of blood clotting time (Lee—White) and activated partial thromboplastin time. These laboratory abnormalities are often thought
to indicate an increased risk of bleeding, similar to hemophilia. This leads to the unnecessary use of transfusions and hemostatic therapy, since
bleeding is rare in these patients. The article provides a review of the literature on Hageman’s disease and describes clinical cases of surgical
treatment of children with factor XII deficiency.

Key words: Hageman’s disease, factor XII deficiency, bleeding, thrombosis, surgical treatment

For citation: Polikarpova A.A., Ignatiev S.V., Lyanguzov A.V., Zharkov P.A., Tselousova O.M. Hageman’s disease (hereditary factor
XII deficiency). Review of literature, clinical observations. Russian Journal of Pediatric Hematology and Oncology. 2024;11(3):66—70.

Information about the authors

A.A. Polikarpova: Pediatric Hematologist at Kirov Research Institute of Hematology and Blood Transfusion under the Federal Medical Biological Agency,
e-mail: polikarpova@niigpk.ru; https://orcid.org/0009-0001-8089-474X

S.V. Ignatiev: Cand. Of Sci. (Med.), Senior Resercher of Department of Organization and Support of Scientific Research at Kirov Research Institute

of Hematology and Blood Transfusion under the Federal Medical Biological Agency, e-mail: feb74@yandex.ru; https.//orcid.org/00000002-8457-2967,
SPIN-code: 7656-3876, Web of Science ResearcherID: H-8573-2017, Scopus AuthorID: 55810028000

A.V. Lyanguzov: Cand. Of Sci. (Med.), Senior Resercher of Department of Organization and Support of Scientific Research at Kirov Research Institute

of Hematology and Blood Transfusion under the Federal Medical Biological Agency, e-mail: dedalex@bk.ru; https.//orcid.org/0000-0001-5509-5308,
SPIN-code: 9887-8608



m POCCUIACKNIA XXYPHAT

POAOr JETCKOM FTEMATONOIWN u OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

72024

TOMAVOL. 11

P.A. Zharkov: Dr. of Sci. (Med.), Pediatrician, Hematologist Outpatient Consultative Unit, Head of the Hemostasis Pathology Department at Dmitry Rogachev
National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia, e-mail: pavel.zharkov@fccho-moscow.ru;
hittps.//orcid.org/0000-0003-4384-6754, Web of Science ResearcherID: AAP-9203-2020

O.M. Tselousova: Cand. Of Sci. (Med.), Head of the Children’s Hematology and Chemotherapy Department at Kirov Research Institute of Hematology

and Blood Transfusion under the Federal Medical Biological Agency, e-mail: celousova.kirov@yandex.ru; https://orcid.org/0000-0001-6944-0344,

SPIN-code: 5177-8963

Authors’ contributions

A.A. Polikarpova, S.V. Ignatiev, O.M. Tselousova: article design development, review of publications on the topic of the article, registration, processing

and provision of patient follow-up data, writing the text of the article

A.V. Lyanguzov: review of publications on the topic of the article, literary edition of the article

P.A. Zharkov: scientific edition of the article

KonhamkT unTepecoB. ABTOPHI 3asIBJISIIOT 00 OTCYTCTBUU KOH(IMKTa uHTepecoB. / Conflict of interest. The authors declare no conflict of interest.

®unancupoBanue. VccienoBanue nposeneHo 6e3 crioHcopekoii nonnepxku. / Funding. The study was performed without external funding.

HacnencrBenuniit geduuut XII dakTopa cBepThi-
BaeMocTu KpoBu (FXII) — peakas maToiaorusi CUCTEMbI
reMocTasza, KoTopasl HacjeayeTcsl MNpeuMyIleCTBEHHO
ayTOCOMHO-PELIECCUBHBIM MyTeM. BrepBbie oHa Oblia
BbIsiBJieHa y 37-nmetHero manueHta [[’koHa XaremaHa
n onucaHa Ockapom PatHodpdom u dkoHom Konomnu
B 1955 . Bo BpeMsi pyTMHHOTO 00C/IeI0BaHus Miepen ore-
paiueill y Hero oOHapyXuiu 3HauuTeIbHOE YJIMHEHUE
BpEMEHM CBEPThIBAaHUSI KPOBU 10 JIM—YaiiTy U aKTUBU-
POBAaHHOTO YaCTMYHOIO TPOMOOIUIACTUHOBOTO BPEMEHU
(AYTB). [1yteM UCKIIIOUEHUS C TOMOIIILIO MPOO CMEIIM -
BaHUsI YYEHbIE MPUIILIM K BBIBOAY O HaIMuuM y JI>koHa
JnedunrTa HeM3BECTHOTO Ha TO BpeMsl (pakTopa CBEPTHI-
BaHUsI KPOBU, KOTOPBII Ha3BaJK €ro MMeHeM — (haKTop
XaremaHa, a COCTOSIHUE, COMpOBOXatolieecs: nehulim-
toM FXII, — 6one3npio Xaremana (bX). Bnocnencteuu
9TOT 6eJ1oK (6eJIoK B-IJ100YyauH, MPOhEPMEHT U3 TPYIIIbI
npoteas) obL1 BoiaesieH Dpaom dsBu B 1961 1. [1].

Tounast yactora BcTpedyaemoctd bX B momysiiuu
HEU3BEeCTHA, 10 TMPUOIUBUTEIbLHBIM ITOACYETAM BbISIB-
asercsa 1 cnyvaii 3abojieBaHust Ha | MJH yenoBek [2].
[Mo-BuaMMOMY, UCTMHHAST PACIIPOCTPAaHEHHOCTh TaHHOMI
MaToJIOTMH 3HAYMTEILHO BBIIIE, TaK KaK B OOJBIITMHCTBE
caydyaeB bX (~ 70 %) Bepudunmpyercs y maureHToOB 6e3
Kakux-11mbo kiaumHuueckux mnposiBaeHuit [3]. CornacHo
JINTEPaTypHBIM JaHHBIM, 3TO PACCTPOMCTBO Yallle BCTpe-
yaeTcsl y NpeacTaBuTe/Ieil MOHTOJIOMAHOM packl [4, 5].

FXII npeacrasnsier coboil B-rjio0yauH (CEpUHOBYIO
npoTeasy) ¢ MoJieKyJsipHoit Mmaccoit 80—84 k/la, KoTopblii
CHHTE3UpYeTCs MeYeHblo M HeiTpodmiamu [6]. Mmeer
596 aMMHOKHMCIIOT M COCTOMT M3 2 LieTeil — Tsokesrou (353
ocTaTka) U Jerkoi (243 ocrarka), yaep>KUBaeMbIX BMe-
cre nucynbbunHoit csasbio [7]. [en FI12 pacronoxeH Ha
JIJIMHHOM Iuiede 5-ii xpomocoMbl 5q35.3, 3aHuMaeT 12 k0
U cocTouT U3 13 uHTpoHOB U 14 sKk30HOB. B Hacrosiee
BpeMsl OIMCcaHO 0Ko0j10 50 MyTalMii 3TOro reHa, KOTopble
MPUBOIIT K CHHXKeHMI0 akTuBHOCTU FXII B kpoBu [8].

Ponp FXII B cBepThiBAaHMU KPOBU U €ro BIUSIHUE
Ha JIpyrMe CHUCTeMbl OpraHuM3Ma J0 KOHIIA He M3YYeHBbI.
M3BecTHO, YTO OH aKTMBUPYET BHYTPEHHMI IyTh Koa-
TYJSIUMU U TIpouecchl GuOpUHOIN3a, a TAKXKe y4acTBYET
B Pa3BUTMU BOCHAJIMUTEIbHBIX peakluii — aKTUBALIMU
KaJITMKPEeUH-KUMHUHOBOM CUCTEMBI ¢ 00pa3oBaHUeM Opa-
JUKWHUHA M CHUCTEMBbI KoMIuleMeHTa (pucyHok). Kpo-
Me Toro, u3BectHo, uto FXII yuyacTByeT B aHruoreHese

M ayTOMMMYHHBIX peakiIMsiX, TaK KaK CIIOCOOEH BJIUSTH
Ha MIaJKOMBIIIEYHbIE KJIETKU COCYIOB, (hrOpobaacThbl
1 HEUTPODUIIBI.

FXII: cxema KoHmakmuoil aKkmueauuu u eausiHue Ha opyeue cucmembl opea-
Huszma

FXII: scheme of contact activation and influence on other body systems

IIpumeyanue. a (1) — konmakmuas ax qus (aymoax ) FXII na ompuya-
MeAbHO 3aPANCEHHOU nosepxHOCMmuU; (2) — nemas NOAONCUMENbHOU 00PAmHOU C653U,
FXIla akmueupyem npexariukpeun (11K), cesizantbiii ¢ 8bIcCOKOMONCKYAIPHBIM KUHUHO-
eerom (BMK); (3) — ycunenue akmueayuu FXII komnaexcom naazmenHoeo Kariukpeu-
Ha (KJIK) ¢ BMK; (4) — obpa3zoeanue docmamouroeo koauvecmea FXIla u akmusayus
FXI; 6 — akmusayus ¢ubpunonusa; 6 — aKkmueayus cucmemsl KOMAAEMEHMa, e — pac-
wenaenue BMK c vic6060icoenuem Opadukununa u pasgumue 60CnaneHus.

Note. a (1) — contact activation (autoactivation) of FXII on a negatively charged surface;
(2) — positive feedback loop, FXIla activates prekallikrein (PK), associated with high-
molecular-weight kininogen (HMK); (3) — increased activation of FXII by the complex of
plasma kallikrein (KLK) with HMK; (4) — formation of a sufficient amount of FXIla and
activation of FXI; 6 — activation of fibrinolysis; ¢ — activation of the complement system;
2 — cleavage of HMK with release of bradykinin and development of inflammation.

Konrtakt FXII ¢ maroreHHbIMM MUKpPOOpraHu3Ma-
MM, HEKOTOPBIMU OPraHUYECKUMU W HEOPraHUYECKUMU
COCMHEHUSIMU MPUBOIUT K €ro akTUBalUM (Tabiulia),
OIHAKO MOJIEKYJISIpPHbIE MEXaHU3MbI 3TOro (peHoMeHa 10
cUX mop HeusBecTHHI [9, 10].

OpHolf U3 0COOEHHOCTE 3TOro YHUKaJbHOIro OeJ-
Ka sIBJSIETCS CIIOCOOHOCTb B 3aBUCHMMOCTM OT TpUITEpa
o0pa3oBbiBaTh 2 akTuBHbIe opmbl — o- u B-FXlla.
Oxka3zanoch, uro B-FXIla aktusupyer dakrop XI (FXI)
u IIK, a a-FXIla — Tonbko ITK [7]. O6pa3oBaHHbIN MpU
atoM KJIK peunnpokHo aktusupyetr FXII, uro dpopmu-
pyeT TeTI0 MOJOXUTEAbHON 00paTHOM CBSI3U, KOTOpas
abdekTuBHee ayroaktuBauuu FXII B 2000 pa3 [10].
Caszannbii ¢ BMK FXIla karanuszupyeT akTUBaLIMIO

Knuunyeckue nabnwopenus // Clinical cases




Knuunyeckue Habnwopenus // Clinical cases

) POCCUACKII YKYPHAIT

POAOr ETCKOW FTEMATONOIWN u OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

Konmaxmuoie axkmueamopor FXI1

FXII contact activators

72024

TOMAVOL. 11

Bupn akTuBaTropa Ha3Banue akTuBaTopa
Activator type Activator name

KoHTakTHBIE aKTUBATOPBI (HE(DU3NOIOTUIECKIE)
Contact activators (non-physiological)

KaOJ'II/IH, CTEKJI0, JEKCTpaHa cym)(baT, 3JIJIaroHOBasi KMCJIOTa U Jip.

Kaolin, glass, dextran sulfate, ellagic acid, etc.

[Monudocdat TpoMOOLIMTOB U PaKOBBIX KJIETOK, FeMapUH, BHEKJIETOUHBIE JJOBYLIKH Heil-
tpoduios (NETS), BHeksieTouHbIe Be3uKyJibl, kKoyutareH, PHK u JIHK, 6ekoBbIe arperaTs,

KoHTaKTHBIE aKTUBATOPHI ((DU3NOTOTMUECKUE)
Contact activators (physiological)

KaTeXoJIaMUHbI, L-roMOLIMCTENH U 1.

Platelet and cancer cell polyphosphate, heparin, neutrophil extracellular traps (NETs),

extracellular vesicles, collagen, RNA and DNA, protein aggregates, catecholamines,

L-homocysteine, etc.

Baxrepuu, Bupychl u rpudsl (Streptococcus pyogenes, Aspergillus melleus, Bacillus subtilis,

ITaToreHHbIE MUKPOOPTaHU3MbI
Pathogenic microorganisms

Hantavirus v np.)

Bacteria, viruses and fungi (Streptococcus pyogenes, Aspergillus melleus, Bacillus subtilis,

Hantavirus, etc.)

FXI, uto B cBOIO 04Yepeab uHULIMUpYeT ceputo Ca*-3aBu-
CUMBIX MOCJIe0BAaTENbHbBIX PeaKIMii MPOTeoan3a U Mpu-
BOIUT K obOpazoBaHuto Tpom6uHa (FIla). TpomMOuH —
KJII0YEBOII KOMITOHEHT CBEPThIBAaHUS KPOBM, MpeBpallia-
touuii hpudpunoren (FI1) B pudpun (Fla) u aktuupyto-
wuit TpomooUThl. KpoMe Toro, Bzaumoneiictsue FXlIla
u KJIK crnocoOcTByeT mNpeBpallleHUuo IJ1a3MUHOTeHa
B 1u1a3MuH, 4To cBs3biBaeT KJIK-KMHMHOBYIO cuctemy
¢ (puOpUHOIU3OM.

Mupokwuii criekTp uHayKTOpOoB akTuBaluu FXII cBu-
JIETeJbCTBYET O HEMPEPHIBHOCTU U COATaHCUPOBAHHOCTHU
MPOUCXOISAIIMX TMPOKOATYJISIHTHBIX M aHTUKOATyJIsSTHT-
HBIX MpolieccoB. BrepBbie 3Ta mapamurMa npeaioxeHa
JI.M. 3yb6aupoBbim [11]. C ogHoit croponbl, FXII akTu-
pupyer FXI ¢ mocieayrommm psaoM cdhepMeHTaTUBHBIX
peakiiuii, YTo MPUBOAUT K 0Opa3oBaHUIO (GUOPMHOBOTO
CrycTKa, C APYroil — pacuiervisgeT IJIa3MUHOTEeH 0 ero
aKTUBHOW (opMbl (IJ1a3MUHA) — (epMeHTa, KOTOPbIid
JIM3UpPYeT 00pa3oBaBIIMICS CTYCTOK. TakuM oOpasoMm, in
vitro neuuut FXII noTeHManbHO CriocoOeH MpUBOIUTH
KakK K pa3BUTUIO KPOBOTEUEHUI, TaK W K IMaTOJOrnye-
CKOMY TpoM0000pa3oBaHUI0. 3HAYUTENbHOE YIJTUHEHUE
AUYTB nipu nedunmre FXII 0obycnoBinBaeT HAaCTOPOXKEH-
HOCTb KJIMHULIMCTOB B OTHOILIEHWU ITOBBLIIICHUs pHUCKa
KPOBOTEUEHUIA 110 aHAJIOTUM € TeMOo(uIreil, YTo He COOT-
BETCTBYET I€UCTBUTEIbHOCTH.

IIpencrapisieM KIMHUYECKUIA OTBIT MepUoOnepaioH-
Horo BeJeHUs1 neteii ¢ BX, mepeHecunx pa3anyHbie BUIbI
OIepaTUBHbBIX BMEIIATEIbCTB.

Kimnnyeckoe Haomonenne Ne 1

Iayuenmrka H., 6 nem. Pocaa u passeusasace coom-
semcmeento ozpacmy. Tpaem u onepayuii He 6bi10. CROH-
MAHHOR0 2eMOPPALUMECK020 CUHOPOMA U MPOMOOMUHECKUX
cobbimuil He ommeuanocs. Ilpu obcredosanuu neped naano-
8bIM 2pbldceceueruem eovlaenero yoaurenue AYTB do 56,7 c.
Hanpasaena na koncysvmayuio eemamonoea ¢ OUaeHO30M
«Koazynronamus».

IIpu nocmynaenuu 6 2emMamono0euMecKyo KAUHUKY
cocmosiHue yooeaemeopumenvroe, xcarob nem. Ilpuznaku
eemoppazuveckoeo cundpoma omcymemeyiom. Ilo opea-
Ham u cucmemam — 6e3 ocobeHHocmell, usuosoeu1ecKue
omnpaenenus He Hapyuienvl. OmKAOHeHULL 8 00uem u 6uoxu-

MUYeCKom aHau3ax kposu He svlsaeaeno. Ilpu ucciedosanuu
KOG2yAAUUOHH020 2eMOCMA3a 8 COOMBEMCMEUU C AN20PUM -
Mom OuaeHocmuku cunopoma yoaunennoeo AYTB [12] yema-
Hoenenbl cHuxcernue akmuernocmu FXII 0o 33 % u yonunenue
AYTB do 52,5 c.

Hecmomps na evisisrennble KoacyasyuoHHvle coguel,
6 mecme MpOMOOOUHAMUKU OnpedeneHbl NpoKOayAsiHm -
Hble U3MEHeHUs: ycuneHue (hazvl UHUUUAUUU CEePMbIBANUs
Kposu — yseaueHue HavaabHol CKOPOCMU pocma c2ycmKa
(Vi) do 60,4 (nopma — 38—56) mxm/mun, gazel pacnpo-
CMpaHeHus — yeeauvenue CMayuoHapHoll cKopocmu pocma
ceyemka (Vst) do 29,7 (nopma — 20—29) mMKM/MuH, yeeau-
yeHue pazmepa ceycmia 0o 1280 (nopma — 800— 1280) mxm.

Ilo pe3yavmamam o006ca1e008aHUS NPUHAMO peuleHle
nposecmu  onepamueHoe 8Meulamenbcmeo 0e3 Koppek-
Yuu KoazyasyuOHHbIX OMKAOHEHUN KOMNOHEHmAamu Kpoeu
u aumumpombomuueckumu npenapamamu. Bvinoanerno
2pblaceceteHie naxoebix epolic ¢ 00eux CmopoH, KOmopoe He
CONPOBONCOANOCH NOBLIUEHHOU Kposomouugocmoio. [locae-
onepayuoHHbLil nepuod npomexan 6e3 ocaoxncrhenuil. Tlayu-
EeHMKa GbINUCAHA HA 5-€ CYMKU 8 Y008AemEOpUMensHOM
cocmosiHuU.

Kimmnnuyeckoe naomonenne Ne 2

Hayuenm JI., 8 siem. Poc u pazsusancs coomeemcemeenuo
803pacmy, CHOHMAHHBIX KPOBOMEHeHUN U MPOMOOMUHECKUX
cobvimuil He ommeuanocs. B 2018 e. eévinoaneno éckpvimue
(hneemonbl nanvyes u Kucmu 1e8oil GepxHell KOHeHHOCHU,
nocaeonepauuonHbLil nepuod — 6e3 ocaodxcHenuti. B 2020 e.
neped skcmpaxyueil 3y6a HanpaeaeH HA KOHCYAbMAUUIO
K eemamonozy ¢ no003peHueMm Ha Koazyronamuio (yoauHeHue
AYTB do 50,6 ¢).

IIpu nocmynaenuu 6 2emamono2u4ecKyro KAUHUKY COCMo-
sAHUe yoosaremeopumensvroe, x4caro0 nem. Koxcrnvie nokpogot
U UOUMbLE CAUBUCMbIE — YUCMble, (DU3UO0N02UHECKOL OKPA-
cku. Jvixamenvhvix u eeMOOUHAMUMECKUX PACCMPOLICME He
ommeueno. OmeKos u eemoppasu4eckoe0 cuHopoma Hem.
Ilpu  pusurkasvHom uccredo8anuyu GHYMPEHHUX OP2AHO8
OMKAOHEHUI OM HOPMbL He 0OHAPYICEHO, pu3uoa0eUHecKlUe
OMNPasAeHUsl He HaPYUleHbL.

Pesyavmamuot 06ueeo u 6uoxumuueckoeo aHaiu3o8 Kpogu
coomeemcmeosanu 603pacmuoim Hopmam. Ilpu uccaedosa-
HUU cucmemsl 2emocmasa ycmanoeaeHo yoaunenue A4TB
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0o 50,6 ¢, chuxncenue akmusnocmu FXII do 40 %. Jpyeue
noKazamenu K0azyn0epammol Haxo0UAUCh 6 npederax pege-
PEHCHbIX 3HAUEHUII.

Dkempakyus 3y6a ¢ UCNOAb306AHUEM NPOBOOHUKOBOIL
amecmesuul, KHOPemaxnca u MeCcmH020 2eMOCmasd nocpeo-
CMBOM  2eMOCMAMU4ecKoll 2yOKu He CcOonpogoiNcodalach
BbIPANCEHHBIM KposomeueHuem. B aynke yoanennoeo 3yba
chopmuposancs ceycmox, NpoooANCEHH020 KPOBOMEUEeHUs
He HabA0anoch. 3amecmumenvrHas mepanusi KOMROHeHmMd-
MU Kpou He Npoeoouadcb, 0ONOAHUMENbHO20 HA3HAYEHUs
2eMOCMAMU1ecKUx U aHMumpomMoomu4eckKux npenapamos
He nompe608anoce.

OO6cyxaeHune

B nuteparype ommchIBalOTCS KIMHUYECKME CIydau
reMopparuueckux mnposisineHuii [4, 13] u TpoM003M60-
mmyeckux ocnoxHeHuii (TOO) [14, 15] nmpu BX. OxHaxo
clyyau CIIOHTaHHBIX TeMOpparuii BCTpedyaloTcsl O4YeHb
PENKO U MPOSIBIISIOTCS METeXUIMU/TeMaTOMaMM Ha KOXe
U CIU3UCTBIX, SIMUCTAKCUCOM, JIECHEBBIMU KPOBOTCUCHH -
sIMM, U HUKOIJA He MPUBOIAT K aHEMU3ALIMU MallMeHTa
[16]. Haxe nipu 3HauuTeapHoM Aeduumre FXII tpaBma-
TU3alUs HE COIPOBOXKIAETCS M30BITOUHBIM TeMOpparu-
YeCKUM CUHIpOMOM [17—19], pa3aBuTHEe KOTOPOro MOXKET
CBUIETEIbCTBOBATh O HAJTUYMU TOIOTHUTEJIbHBIX Heara-
THOCTMPOBAaHHBIX HAPYIIIEHU reMocTa3a, 4YTO IMTOATBEPK-
neHo B. Lammle et al. [20].

TpoMmboTnueckue cobbiTUsg npu bX omnwuckiBaroTcs
3HAYUTEJbHO Yallle, a MpUIMHON cMepTu [IxkoHa Xare-
MaHa cTajla TpoM003MOOJIMS JIESTOYHOM apTepUM IOCie
nepenoma Kocteil Tasza [18]. Heobxommmo OTMETUTb,
YTO B OOJBIIMHCTBE MPEACTAaBACHHBIX B JIUTEpaType
KIMHM4YecKux ciydaeB pasputuss TOO npu bX BwisB-
JICHbI JOTOJIHUTEIbHBIE (DaKTOPhl PHUCKAa WX Pa3BUTHS,
KOTOpBIE CIOCOOHBI MPOBOLIMPOBaTL paszButue TIO
y moaeit 6e3 nepunura FXII. B nccnengosannm Wu et al.
YCTaHOBJICHO, YTO PacIIPOCTPAaHEHHOCTh HACIEICTBEHHO-
ro nepuunra FXII B rpynmax ¢ TOO (6 n3 106 nauueH-
TOB) 1 6e3 TakoBBIX (10 13 220 manMeHToB) 3HAUMMO HE
oTanyanack, accouuaunu bX ¢ TOO He BoIsIBIEHO [15].
J.b. ®IOpUHCKUM M COAaBT. ITOJYyYE€HbI CXOIHBIE PE3YIlb-
TaThl, AeMOHCcTpupylomme, uto nepuuut FXII asasercs,
ckopee, JJabopaTOPHOI HAaXOAKON U HE COMPOBOXKIACTCS
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YBEJMYCHHUEM YaCTOThl TPOMOOIeMOPPAarn4eCKmux OCa0XK-
HEHUI1 y MallMeHTOB JIETCKOTO Bo3pacTa [3].
WccnenoBaHus Ha 1abOpaTOPHBIX XKMBOTHBIX C AeU-
mutoMm FXII rmokasanu, 4To CripoBOLIMPOBAHHBIN TPOMOO3
pa3BUBAETCS Y HUX 3HAYMTEJIbHO pexXe 0e3 MOBBILICHMS
pucka KpoBoTeueHus [21, 22]. DTO MOCTYKUIO TIPUIM-
HOI IOMCKa M CO3IAaHMSI HOBBIX MOJIEKYJI, UHTUOUPYIO-
mux FXIIa [23]. Ux npuMeHeHre Ha MOJEIISIX SKUBOTHBIX
C MCKYCCTBEHHBIM KPOBOOOpallleHMEeM WM Haluduem
IPYTMX aKTUBUPYIOIIUX IMTOBEPXHOCTEH IMPOAECMOHCTPU-
poBaJio 6e30macHy0 TpoMoonpoTekuuio [24]. B HacTos-
1ee BpeMsl oAaBIeHue KOHTAKTHOTO ITyTH CBEPThIBAHMS
KPOBH SIBJIICTCSI OMHUM 13 TePCIICKTUBHBIX HAITPaBICHUI
npenorBpatieHus TOO y malMeHTOB ¢ UCKYCCTBEHHBIMU
KJIallaHaMM Ceplia, SKCTPaKOopIIopaabHOU MeMOpaHHOM
OKCHUTEHAIIMel 1 arrnapaTHbIM TeMOIMAaIN30M.

3akioyenne

dakrop XaremaHa oOecrieynMBaeT aKTUBALMIO KoOa-
IYJSSLUOHHOIO KacKaia [0 KOHTaKTHOMY IIyTH, €ro
neduut 3HaunmMmo ymauHseTr AUTB, omHako 3Haue-
Hue pepuumta FXII B mpoleccax cBepThIBaHUS KPOBU
in vivo 10 KOHIIA He u3ydeHo. KilMHnYecKue MposiBIICHUS
neduiuta FXII MoryT 0bITh MUHUMAJIBLHBIMU WA BOOO-
1lle OTCYTCTBOBaTh, @ BOCIIOJHEHMUE €r0 HeIOoCTaTKa Ipu
orepalMsIX M TpaBMax y JeTeil He TpeOyercs. B ciyuae
OTCYTCTBUSI MHBIX (pPaKTOPOB PUCKA Pa3BUTHS TeMOpPpark-
YeCcKUuX ocJIoKHeHU n TOO mpoBeaeHUe 3aMeCTUTEb-
HOI Tepanuu IIpernapaTaMy KpPOBM, Ha3HauyeHME IeMO-
CTAaTMYECKUX IpernapaToB (3TaM3WIaT, TpaHeKcamMoBas
KHUCJIOTa U JIp.), MeIuKaMeHTo3Has npodunaktuka THO
He TpeOytotrcs. [lpy HaaUuMM TeMopparndyeckoro CHH-
IpoMa, couertatoierocs ¢ nepunmroMm FXII, Heodoxoanumo
UCKJTIOUEHUE NPYTUX MPUYUH TTOBBIIIIEHHONH KPOBOTOUYM-
BOCTH (TPOMOOIIMTOIIATUH U JP.).

CnocobHocth FXII aktuBuUpoBaThcsl NMpPU KOHTAKTe
C OTPULIATEJILHO 3apSKEHHBIMU ITOBEPXHOCTSIMU (CTEKIIO
U JIp.) Ha TIpeaHaTUTUIECKOM 3Talle MOXET CIIOCOOCTBO-
BaTh UCKAXXEHUIO PE3YJIbTATOB KOAryJI0JIOTMYECKUX TECTOB.
DTO CBOMCTBO (paKkTOpa XaremMaHa MMeeT 3Ha4eHUe B pas-
BuTUM TOO mpu KOHTaKTe KPOBU C MTOJTMMEPHBIMU Mare-
puanamMu (MCKYCCTBEHHBIE KJIAlmaHbl cepiiia, MeMOpaHbI
aInapaToB UCKYCCTBEHHOI'O KPOBOOOPALCHUST 1 AP.).

Knuunyeckue nabnwopenus // Clinical cases
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