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Jle4eHue naumeHToB C BPOXKAEHHON KOMOUHMPOBAHHOM MaToJIOrMen CUCTEMbI CBEPThIBAHMS C TPOMOOreMoppParndeCcKkum
CUHAPOMOM COMPOBOXAAETCS PSAAOM TPYAHOCTEN, OJHOM M3 KOTOPbIX ABASIETCS HEOBXOAUMOCTb B MOCTOSIHHOM COCYAMCTOM
AocTyne A5 obecnevyeHns ajeKBaTHOM NaToreHeTMYeCKom Tepanmn. B ctaTbe NpmMBOAUTCS CaydYar U3 MPaKTUKK, UIJTIOCTPU-
pytoumi npobaemaTuky noucKa ryten obecrnevyeHms NoCTOSHHOIro CoOCyAnCTOro 4ocTyna y 60/1bHOro ¢ BPOXAEHHbIM KOMOU-
HMpPOBaHHbIM AepuLmMToM ButamuH K-3aBucumbix paktopoB ceeptbiBaHus (11, VII, IX, X, S u C-6€1K0B) 1 TsxKeAbIM TEYEHUEM
TPomMbOreMopparnyecKoro CMHAPOMa.

KnioueBble cnoBa: rnatosorusi CMCTeMbl CBEPTbIBAHUS, MOCTOSIHHbIM COCYAMCTbIM AOCTyr, TPOM6oreMopparuiyeckmim
CUHAPOM.

BpoxaeHHas natonorus CUCTEMbl CBEPTLIBAHUS BKIIO-
YaeT B cebs HECKONbKO OTAEeNIbHO OMnucaHHbIX 3abosneBa-
HWM, pasnuyatoLmxcs no npenmyLLeCTBEHHOMY NMOPaXKEHUIO
pasnnyHbIX ee KOMMOHEHTOB W HanpaB/ieHHOCTU U3MeHe-
HUK. OHWM Noapas3fensgloTcs Ha CHUXEHWE CBepTbiBatoLWwen
CMOCOBGHOCTM KPOBU (FMMOKOArynsuuio) U ee MnoBbileHUe
(rMnepKoarynaumnio) IOKanbHOro Wau reHepannM3oBaHHOro
xapakxTepa [1].
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Hanbonee TpyaHbl ANS AMArHOCTMKM U JIEHEHUSA KOM-
OvHMpOBaHHble GOpMbl AedurunTa Nna3dMeHHbIX GaKTopoB
CBEpPTbIBaHUSA KPOBMU.

Cpeav MHOXecTBa Koarynonatum M3BecTHo 2 3abone-
BaHMS, KOTOPble CBA3aHbl C KOMOMHUPOBAHHbLIM AeDULIUTOM
BMTaMUH-K-3aBUCUMbIX GaKTOPOB CBEPTLIBAHWUS KPOBM:

1) HeLOCTATOYHOCTb MIa3MeHHbIX GaKTopoB CBePThI-

BaHUS MHoxecTBeHHasa (N2 277450 B 6ase Online

The problem of permanent vascular access in patients
with congenital combined coagulation disorder
and thrombohemorrhagic syndrome (a clinical case)

Treatment of patients with congenital combined coagulation disorder and thrombohemorrhagic syndrome is associated with a number
of difficulties, one of them is need of permanent vascular access in order to provide appropriate pathogenetic therapy. The article
contains a clinical case, representing a subject matter of searching for means of providing a permanent vascular access in a child
with congenital combined deficiency of vitamin K dependent clotting factors (I, VI, IX, X, S- and C-protieins) and severe course of
thrombohemorrhagic syndrome.
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Mendelian Inheritance in Man [OMIM]), BUTaMWH
K-3aBUCKMMbIM KOaArynsauMOHHbIN AedeKT, ayTOCOMHO-
peLieccMBHOE HacnegoBaHue [2];

2) KOMOWHMPOBAHHbIN AebULNT BUTAMUH-K-3aBUCUMbIX PaK-
TopoB cBepTbiBaHMsA Kposu (N2 607473 B OMIM) — pegkoe
3a60neBaHne ¢ ayTOCOMHO-PELECCUBHbBIM TUMOM Hacneao-
BaHWs, Bbl3blBaeMoe MyTaumsamn B reHe VKORC1 [3].
BpoxaeHHbIn gedununT BUTAaMUH-K-3aBUCKUMbIX (PaKTo-

poB 3aTparnBaeT Kak cBepTbiBatowyto (paktopsl I, VII, IX

n X), Tak U aHTUKOArynsHTHylO cuctemy (npoTenHbl S u C).

B peaynbrate 3aboneBaHne MaHUdeCTUpyeT remopparuye-

CKUM CUHAPOMOM B KOMOGUHaLMK ¢ TPOMB600Bpa3oBaHMEM.
B nutepatype MMeKTCH ONUCaHWS €4UHUYHbIX Cry4YaeB

Takoro KOMGMHUpPoOBaHHoOro aeduuuTa [4, 5].

Hwxe npmBOAMTCA COBCTBEHHbLIM OMbIT Kypauuu nauu-
€HTa C BPOXKAEHHON KOMOGUHMPOBAHHOM NaTO/IOTMEN CUCTE-
Mbl CBEPTbIBAHMA C TPOMOGOremMopparmyeckum CUHAPO-
MOM. XMpPYpruyeckoe BHMMaHWE K nauueHTy 06yCnoBEeHO

Puc. Cxema yCcTaHOBKM UMMI@HTMPYEMOrO KaTeTepa

HwxxHaa nonas
BEeHa

Mydrta

MoAKOXHbIA
TOHHeNb

Bonbwas
NOAKOXKHasA
BEeHa

lpumevaHne. KaTteTep ycTaHOBNEH B 6eJpeHHOM BEHE,
chopmurpoBaHa NeTns Ha 6egpe, KateTep Yepe3 NOAKOXKHbIV
TOHHENb NPOBEAEH B NOAB3/O0LLIHYI0 061aCTb U BbIBEAEH HAPYKY.
B6113K1 BbIBOAA KOHLIOB KaTeTepa Ha KOXY B NOAKOXHON KieT4yaTKe
pacnonaraetca MydbTa Ana JONONHUTENBbHON PUKCaLnn KaTeTepa

K OKPYXKaloLWMM TKaHsAM.

HEeob6XoANMMOCTbIO 06ecrnevyeHnss NMOCTOSIHHOIO COCYAUCTOro
nocTyna [6].

BonbHoM ., 14 net, noctynun B APKB MuHUcTepcTBa
3apaBooxpaHeHns Pecnybnuvku TaTapctaH ana dopmupo-
BaHMA NOCTOSIHHOrO COCYAMCTOro AOCTyna B CBA3W C Heob-
XOOAMMOCTbIO exefHEeBHOW MHPY3UK npenapatoB GaKTopoB
CBepTbIBaAHMSA U renapuHa.

[OnarHo3: «BpoXKOeHHbIM KOMOWHWPOBAHHbLIM AedUunT
BUTaMUH-K-3aBHUCUMBbIX PakTopoB cBepTbiBaHus (Il, VII, IX,
X, S n C-6enkoB). TpomboreMmoppartyeckmm CUHAPOM, TSXKe-
noe TeyeHne. CUCTEMHBIM OCTEOMNOPO3, OCTEOXOHAPONATUA
Ten Ly, Thg_;, MO3BOHKOB. XPOHWYECKUM TyBYlOUHTEP-
cTUUManbHblin HedpuT, 6€3 HapyweHns QYHKLUU MOYEK.
[onuBaneHTHas NuLeBas U NeKapcTBEHHas anieprus».

M3 aHamHe3a: nauMeHT 60JIeH C POXKAEHMS, KOorga nos-
BWIUCb MPU3HAKKM remMopparnyeckoro CMHApoMa B Buae
peunamBupylowen kedpanorematomol. B Bo3pacte 40 gHewn
BnepBble Gblal rOCNUTANM3UPOBAH MO NoBoAYy NPOQY3HOro
HOCOBOro KpoBOTEYeHMs. B nocnegylouwem remopparvye-
CKMI CMHOPOM MPOSIBASCS B BUAE HOCOBLIX M XKENyAOYHO-
KULLIEYHbIX KPOBOTEYEHUM, B CBSABK C 4emM pebeHOK O6bln
HEOAHOKpaTHO o6cnefoBaH M nosyvyan nevyeHue no Mnoso-
Ly remopparnmyeckoro cuHapoma. [uarHo3 nocTaB/eH
W noaTBepxaeH B M3amannoBcKon 6onbHULE . MOCKBbI,
rae nauumeHT npoxoaun oécnegosaHue B 2004 1 2009 rr.
Brnocneacteum 6bina Ha3HavyeHa 3amecTuTeNnbHas Tepanus
npenapatamu NpoTPOMGMHOBOIr0 KOMMJIEKCA MO BUTabHbIM
noKasaHuaM (exxeaHEBHOE BHYTPMBEHHOE BBEAEHME).

[ns o6ecnevyeHns NOCTOSSHHOrO BEHO3HOI0 A4OCTyna MHO-
rOKPaTHO BbIMONHSAINCH KaTeTepn3aLMn SpeEMHbIX M NOAKIIO-
YMYHbIX BEH C 06EeMnX CTOPOH. B TeyeHne AByx nocnegHux net
GYHKUMOHUPOBaN ABYXMPOCBETHbLIN KaTteTep Tvna BROVIAC,
YCTAHOBJ/IEHHbLIN B MPaBYylD BHYTPEHHIOW SPEMHYIO BEHY.
MocTosaHHO npoBoannacb nNpoduaakTMka Tpomb03a npena-
paTamu renapuHa, antennason, ypokuHalon. B nocnegHum
MecsiL, BO3HUKAN TPYAHOCTH B paboTe yKa3aHHOIro BEHO3HO-
ro KaTeTepa: OTCYTCTBME TOKa BHYTPb B OJHOM M3 €ro npo-
CBETOB, paboTa TOJIbKO Ha BXO/J BTOPOro npoceeTa, 6051eBble
OLLYLLEHNS B MECTe BBEAEHMUS KaTeTepa.

Ha MOMEHT nocTynneHus naumeHTa: COCTOSHUE cpeaHen
CTEMEHMU TAXKECTM 3a CYET YMEPEHHOro remMopparmyecko-
ro cuHApoma. HapyKHbIX KPOBOTEYEHUW He OBHapyrKeHO.
Ha Koxe MmMenucb efuMHUYHbIE 3KXMMO3bl Pas3/IMyHOW CTe-
neHn fJaBHOCTWU. Cnuauctble 060N04YKKM 4YucTble. CycTaBbl
HEe M3MEHEHbI, ABWUKEHUS B HWX B MOAHOM ob6beme. CTyn
0hOpPMAEHHbIN, 6€3 NAaTONOMMYECKUX MPUMECEN.

C uenbto obecneyeHns 6e30MacHOCTU MMMIAHTALUK
KaTeTepa Oblla peKOMeHAOBaHa 3amecTuTeNbHas Tepanus
dakTopamn ceepTbiBaHus Kposwu I, VI, IX N X B KOMBUHa-
UMK (MPOTPOMOMHOBLIM KOMMMEKCE), KOoTopas npoBoanfiach
B gose 1200 ME ago u nocne onepauuu U B AanbHenwem
no 1200 ME kakable 6 4.

B pamkax npegonepaunoHHOro oécnenosaHms n Boibopa
061acTM MMNAaHTauMK KaTeTepa B OTAENEHUM cephevHo-
cocyaucton xupyprun JPKB 66110 NpoBeaeHo ynbTpa3ByKo-
BO€e uccnegoBanue. Mo gaHHbIM Y3U BbISIBNIEH MOCTTPOMOGO-
TUYECKWUM CUHAPOM C OKKIO3UEN APEMHBIX U MOAKTOYUYHBIX
BeH ¢ 06eunx CTOpoH. CornacHo Nosly4eHHbIM AaHHbIM, Tpaau-
LIMOHHbIM AOCTYMN B CUCTEMY BEPXHEWN MNONON BEHbI HEBO3MO-
¥eH. B To e Bpems 6bi1a NoATBEPKAEHA COXPAaHHOCTb NoA-



B3[O0LLUHbIX BEH C 06enx CTOPOH. KonnermanbHo 6bla10 peleHo
YCTaHOBUTb KaTeTep B CUCTEMY HUMKHEN NOMON BEHbI.

Manb4yuMK pas3BWT MO BO3PacCTy, MOBbLIWEHHOrO NuTa-
HWS, aKTMBEH. ExXeJHEeBHO BbINOMHAET Mnewune MpPOryaKku
no 2—3 KM, YNpaxXHEHUS Ha MblllLbl GPKOWHOrO npec-
ca. TpaAMLUMOHHas yCTaHOBKa MMMIAHTMPYEMOro Kartetepa
C BbIBOOM Hapy»XHbIX KOHLIOB Ha 6eape 6blfla UCK/I0YEHa
BBMWY BbICOKOM aKTMBHOCTM NaLMeHTa.

PebeHKy 6bina npoBefeHa onepauus: vMMNaaHTauus
Katetepa BROVIAC Lifecath expert 5 fr 75 cm. Kartetep
YyCTaHOBJIEH B NPOCBET /1€BOM 6eapeHHON BEHbI C GOPMUPO-
BaHWEM MOAKOKHOMO TOHHENS U BbIBOLOM BHELLUHWX KOHLOB
Ha KOXy /1eBOW MnoAB3AdoLWHOM ob6nactu (puc.). YcTaHOBKa
UMMNAHTUPYEMbIX KaTeTepoB TpebyeT BbIMOAHEHUS Tpex
pa3pe30B KOMXW: OAMH — AN MYHKUWW BEHbl, BTOPON —
B TOYKe nepernba u TpETMM — B MECTe BbiBOAA BHELIHWUX
KOHULOB. [llyHKUMS BeHbl ocyllecTBieHa B6AM3KN cadeHo-
demMopanbHOro coycTbsl OTKpPbITbIM CNOCO60M, Yepes onepa-
LIMOHHbIM AocCTyn (pa3peld) Ha 6eape. MHTpaonepaLMOHHbIN
PEHTIEHONOMMYECKUIA KOHTPOSIb MOSIOMKEHUS PEHTTEHOKOH-
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U3 uctopmun meauLLUHbI

100 neT co AHA POXKAEHUA

aKkaaemuka H.H. BnoxuHa

B 2012 r. ucnonHunocb 100 net co aHA
POXAEHWUS BbIAAOLWErOCS POCCUIACKOTO yye-
HOrO M XMpypra, 3acnyKeHHoro pgestens
HayKku, OLHOro W3 co3jaTesniell COBpPeMEH-
HOM OHKOJIOrMYEeCKOM Chyx6bl B Poccuu,
akagemuka PAH wu PAMH, npodeccopa
H.H. bnoxuHa (1912-1993).

MNocne oKoHYaHWA MeaULMHCKOro daKyb-
Teta HWKeropoAackoro rocyfapcTBeHHOro
yHuBepcuteta Hukonan Hukonaesuy BnoxuH
pa6otan B [InBEEBCKON panoHHON 60NbHULE,
3aTemM OpAMHATOPOM W acCUCTEHTOM Kade-
Apbl onepaTMBHOWM XMpPYpruu [OPbKOBCKOro
MEAWLIMHCKOrO WHCTUTYTa. Bbicovyanwmnmn
TanaHT Bpaya B MOMHOW Mepe NposiBUACH
B roabl Benukon OTeYECTBEHHOW BOWHbI,
Korga Hwkonain HukonaesBwy ctan, no cyTw,
OocHoBaTesnleM LLeNol oTpacnu MeauuuHbl —
BOCCT@HOBWTENbHOW Xxupyprun. OH pabotan
BeAylMM XMPYproM B rocnutane Ha Tbics-
4y KOEeK, Kyfa rnocne nepBuYHbIX OonepaLmi
[OCTaBNSANIN COTHW paHeHbix. OnepupoBaTb
NpUXoAnNock B Nt060e Bpems CyTOK. Hukonaw
HuKkonaeBnY He pa3 BCMOMWHaN MOTOM 3Tu
[HV 1 Hoyu. B 6ecepax ¢ KoppecnoHaeHTaMun
OH YTO4HSAN, 4TO NopsaKa 70 NPOLIEHTOB paHe-
HbIX ObIIM U3N1eYEHbl U BEPHYIUCb B CTPOM
6narogaps noaBuram Bpaden. B 1946 .

2004. 928 c., unn.

BNoxuH 3almTa JOKTOPCKYD AMccepTaumio
Ha Temy «KoxHas nnactuka B XMPyprum BOEH-
HbIX MOBpeXaeHui». BnocneactBum no aton
TeMe Oblla onybnMKoBaHa MoOHorpadwus
«KoxHasa nnactuka» (1955), yaoctoeHHas npe-
Mumn um. H.H. BypaeHko AMH CCCP (1956).

MNMocTtaHoBnexHunem lNpaButensctea CCCP
B aBrycte 1945 r. Ha 6a3e TeopeTUYECKUX
ncenefoBaHUin brioxuHa U NpUMEHeHHbIX UM
Ha NpaKTUKe MeToLOoB Ne4yeHns 6bin co3aaH
[OPbKOBCKMIM Hay4HO-UccneaoBaTeNbCKUI
WHCTUTYT BOCCTaHOBUTENLHOW XUPYPruu,
TpaBmatosnoruv v oproneaun. A cam Huko-
nav HukonaeBuY Gbln Ha3HA4YeH ero AuMpeK-
TOPOM M Hay4YHbIM PYKOBOLMUTEEM.

B 1951 r. H.H. BnoxuH, nony4uBlumnin
yXe K 3TOMy BPEMEHU BCECOIO3HOE NPU3Ha-
Hue, 6bin Bbi3BaH B AKaeMMUto MeULMHCKUX
Hayk CCCP, rae emy 6bl10 nopy4yeHo opra-
HM30BaTb HOBbIM OHKOMOTMYECKUIA Hay4YHO-
nceneoBaTeNibCKUM MHCTUTYT. TaK, Hukonato
HuKonaeBuMyy Npuwnocb ocBavBaTh M pas-
BMBaTb HOBYIO ANS HEro oTpacib MeauLu-
Hbl. M OH ycnewHo cnpaBuncsa ¢ 3ajaven —
Obin OTKPbIT M3BECTHbIA CErofHs Ha BeCb
Mup OHKOMOTrMYEecKUin LeHTp Poccuitckon
AKaZeMUN MEeOMLMHCKMX HayK, KOTOpbIn
HOCWT UMS CBOErO co3aaTens.

Bes npeyBennyeHns MOXKHO CKasaTb, YTO
ycrnexamu B JIe4eHUU OHKOMOTMYECKMX Bones-

Hukonan HukonaeBu4 BnoxuH

Heil oTeYecTBEHHas MeauLMHa B 3HaYUTENb-
HOW Mepe o6s3aHa akageMuKky Bnoxuhy,
pa3paboTaBluemMy MeTOAMKY MPOdUNAKTUKM
1 MCLLeNeHWs OT CTPaLLHOro Heayra.

Martepunan nogrotoBuna E. 3alieBa
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