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Jle4eHue naumeHToB C BPOXKAEHHON KOMOUHMPOBAHHOM MaToJIOrMen CUCTEMbI CBEPThIBAHMS C TPOMOOreMopparnieCcKum
CUHAPOMOM COMPOBOXKAAETCS PSAAOM TPYAHOCTEN, OJHOM M3 KOTOPbIX ABASIETCS HEOBXOAUMOCTb B MOCTOSIHHOM COCYAMCTOM
AocTyne A5 obecnevyeHns ajeKBaTHOM NaToreHeTMYeCcKom Tepanmn. B ctaTbe npmMBOAUTCS CaydYan U3 MPaKTUKN, UIJTIOCTPU-
pytoumi npobaemMaTuky noucKa ryten obecrnevyeHms NoCTOSHHOro COCyAnCTOro 4ocTyna y 60/1bHOro ¢ BPOXKAEHHbIM KOMOU-
HMpPOBaHHbIM AepuLmMToM ButamuH K-3aBucumbix paktopoB ceeptoiBaHus (11, VII, IX, X, S u C-6€1K0B) U TsxKeAbIM TEYEHUEM
TPomMb6OreMopparnyecKoro CMHAPOMa.

KnioueBble cnoBa: rnatosorusi cMCTeMbl CBEPTbIBaHWUS, MOCTOSIHHbIM COCYAMCTbIN AO0CTyr, TPOM60oreMopparnyeckuim
CUHAPOM.

BpoxaeHHas natonorus CUCTEMbl CBEPTLIBAHUS BKIIO-
YaeT B cebs HECKONbKO OTAEe/IbHO OMnucaHHbIX 3abosneBa-
HWM, pasnuyaloLmxcs no npenmyLLeCTBEHHOMY NMOPaXKEHUIO
pasnnyHbIX ee KOMMOHEHTOB W HanpaB/ieHHOCTU U3MeHe-
HUK. OHWM Noapas3fensdloTcs Ha CHUXEHWE CBepTbiBatoLWwen
CMOCOBGHOCTM KPOBU (FMMOKOarynsuuio) U ee noBbileHUe
(rMnepKoarynaumnio) IOKanbHOro Wau reHepanM3oBaHHOIro
xapakTepa [1].
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Hanbonee TpyaHbl NS AMArHOCTUKM U JIEHEHUSA KOM-
OvHMpOBaHHble GOpMbl AedurunTa nNna3dMeHHbIX GaKToposB
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-

BaHUSA 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, VII, 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
3a60neBaHune ¢ ayTOCOMHO-PELECCUBHbBIM TUMOM Hacneao-
BaHWs, Bbl3blBaeMoe MyTaumsamu B reHe VKORC1 [3].
BpoxaeHHbIM geduunT BUTaMUH-K-3aBUCKUMbIX (PaKTo-

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

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

B peaynbrate 3aboneBaHne MaHUdeECTUpyeT remopparuye-

CKUM CUHAPOMOM B KOMOGUHaLMK ¢ TPOM6006pa3oBaHMEM.
B nutepatype MMeKTCH ONUCaHWS €4UHUYHbIX Cry4YaeB

Takoro KOMGMHMpoOBaHHoOro aedpuuuTa [4, 5].

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

Puc. Cxema ycTaHOBKM UMMI@HTMPYEMOrO KaTeTepa

HwxxHaa nonas
BEeHa

Mydrta

MoAKOXHbIA
TOHHeNb

Bonbwas
NOAKOXKHasA
BEHa

lpumevaHne. KaTteTep ycTaHOBNEH B 6eJpeHHOM BEHE,
chopmurpoBaHa NeTis Ha 6egpe, KateTep Yepe3 NOAKOXKHbIV
TOHHENb NPOBEAEH B NOAB3/O0LLIHYI0 061aCTb U BbIBEAEH HAPYKY.
B6113K1 BbIBOAA KOHLIOB KaTeTepa Ha KOXY B NOAKOXHON KeT4yaTKe
pacnonaraetcsa MydbTa Ana JONONHUTENbHON PUKCaLnn KaTeTepa

K OKpYXKaloLWMM TKaHAM.

HEeob6XoANMMOCTbiO 06ecnevyeHnss NMOCTOSIHHOrO COCYAMCTOro
nocTyna [6].

BonbHoM ., 14 net, noctynun B PKB MuHucTepcTBa
3apaBooxpaHeHns Pecnybnuku TaTapctaH ana dopmupo-
BaHMA NOCTOSIHHOIrO COCYAMCTOro AOCTyna B CBA3M C HeoO-
XOOAMMOCTbIO exefHEeBHOW MHPY3UKM npenapatoB GaKTopoB
CBepTbIBaHMSA U renapuHa.

[AnarHo3: «BpoXKOeHHbIM KOMOWHWPOBAHHbLIM AedUunT
BUTaMUH-K-3aBrUCUMBbIX PakTopoB cBepTbiBaHus (Il, VII, IX,
X, S n C-6enkoB). TpomboreMmoppartyeckmm CUHAPOM, TSXKe-
noe TeyeHne. CUCTEMHBIM OCTEONOPO3, OCTEOXOHAPONATUA
Ten Ly, Thg_;, MO3BOHKOB. XPOHWYECKUM TyBYylOUHTEP-
cTUUManbHbIn HedpuT, 6€3 HapyweHns QYHKLUU MOYEK.
[onuBaneHTHas NuLeBas U NeKapcTBEHHas anneprus».

M3 aHamHe3a: nauMeHT 60JIeH C POXKAEHMS, Korga nos-
BWIUCb MPU3HAKKM remMopparnMyeckoro CUMHApoMa B Buae
peunamBupylowen kedpanorematombl. B Bo3pacte 40 gHewn
BnepBble Gblal rOCNMTANM3MPOBAH MO NoBOAY NPOPY3HOro
HOCOBOro KpoBOTEYeHMs. B nocnegylouwem remopparvye-
CKMI CMHOPOM MPOSIBASCS B BUAE HOCOBLIX M XKENyAOYHO-
KULLEYHbIX KPOBOTEYEHUM, B CBSABK C 4emM pebeHOK Obln
HEOAHOKpaTHO o6cnefoBaH M nosyvyan nevyeHue no Mnoso-
[y remopparmyeckoro cuHapoma. [uarHo3 nocTaB/eH
W noaTBepxaeH B M3amannoBcKon 6onbHULE . MOCKBbI,
rae nauumeHTt npoxoaun oécnegosaHue B 2004 1 2009 rr.
Brnocneacteuu 6bina Ha3HavyeHa 3amecTuTeNnbHas Tepanus
npenapartamu NpoTPOMOGMHOBOIr0 KOMMJIEKCA MO BUTabHbIM
noKasaHuaM (exxeaHEBHOE BHYTPMBEHHOE BBEAEHME).

[ns o6ecnevyeHns NOCTOSHHOrO BEHO3HOI0 AOCTyna MHO-
rOKPaTHO BbIMONHAINCE KaTeTepu3aLMn SpeMHbIX U NOAKIIO-
YMYHbIX BEH C 06EUX CTOPOH. B TeyeHne AByx nocnegHux net
PYHKUMOHUpPOBaN ABYXMPOCBETHbLIN KaTteTep Tvna BROVIAC,
YCTAHOB/IEHHbIN B MPaBYyld BHYTPEHHIOW SPEMHYIO BEHY.
MocToaHHO npoBoannacb NpoduaakTMka 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 BXOJ BTOPOro npoceeTa, 6051eBble
OLLYLLEHNS B MECTE BBEAEHMS KaTeTepa.

Ha MOMEHT nocTynneHus naumeHTa: COCTOSAHUE cpeaHen
CTEMEHMU TAXKECTM 3a CYET YMEPEHHOro remMopparmyecko-
ro cuHApoma. HapyKHbIX KPOBOTEYEHUW He OBHapyrKeEHO.
Ha Koxe MMenucb efuMHUYHbIE 3KXMMO3bl Pa3/IMyHOW CTe-
neHn fgaBHOCTWU. Cnuauctble 060N04YKKM 4yucTble. CycTaBbl
HEe M3MEHEHbI, ABWMKEHUS B HWX B MOAHOM ob6beme. CTyn
0hOpPMAEHHbIN, 6€3 NAaTONOMMYECKUX MPUMECEN.

C uenbto obecneyeHns 6e30MacHOCTU MMMAAHTALUK
KaTeTepa Oblla peKOMeHAOBaHa 3amecTuTeNbHas Tepanus
dakTopamn ceepTbiBaHUs Kposwu I, VI, IX N X B KOMBUHa-
UMM (MPOTPOMOMHOBLIM KOMMMEKCE), KOoTopas npoBoaniach
B gose 1200 ME ago u nocne onepauuu 1 B AanbHenwem
no 1200 ME kakable 6 4.

B pamKkax npegonepaunoHHOro obcnenoBaHms n Bbibopa
061acTM UMNAaHTaLuMK KaTeTepa B OTAENEHUM cephevHo-
cocyaucton xupyprun JPKB 66110 NpoBeaeHo ynbTpa3ByKo-
BO€e uccnegoBanue. Mo gaHHbIM Y3U BbISIBNIEH MOCTTPOMOGO-
TUYECKWUM CUHAPOM C OKKIO3UEN APEMHBIX U MOAKTHOYUYHBIX
BeH ¢ 06eunx CTOpoH. CornacHo Nosly4eHHbIM AaHHbIM, Tpaau-
LIMOHHbIM AOCTYN B CUCTEMY BEPXHEN MNONON BEHbI HEBO3MO-
¥eH. B To e Bpems 6bi1a NoATBEPKAEHA COXPAHHOCTb NoA-



B3[O0LLUHbIX BEH C 06enx CTOPOH. KonnermanbHo 6bia10 peleHo
YCTaHOBUTb KaTeTep B CUCTEMY HUMKHEN NOMON BEHbI.

Manb4uMK pa3BWT MO BO3PacTy, MOBbLIWEHHOrO NUTa-
HWS, aKTMBEH. ExXeJHEeBHO BbINOMHAET Mnewune MpPOrysaKku
no 2—3 KM, YMpaxXHEHUS Ha MblllLbl GPKOWHOrO npec-
ca. TpaAMLUMOHHas yCTaHOBKA MMMIAHTMPYEMOro Kartetepa
C BbIBOOM Hapy»HbIX KOHLIOB Ha 6eape 6blfla UCK/I0YEHa
BBMWY BbICOKOM aKTMBHOCTM NaLMeHTa.

PebeHKy 6blna npoBefeHa onepauus: uMMnaaHTauus
Katetepa BROVIAC Lifecath expert 5 fr 75 cm. Kartetep
YyCTaHOBJIEH B NPOCBET /1€BOM 6eapeHHON BEHbI C GOPMUPO-
BaHWEM MOAKOXKHOMO TOHHENS Y BbIBOLOM BHELLIHWX KOHLOB
Ha KOXy /1eBOW MnoAB3doLlWHOM ob6nactu (puc.). YcTaHOBKa
UMMNAHTUPYEMbIX KaTeTepoB TpebyeT BbIMOAHEHUS Tpex
pa3pe30B KOMXW: OAMH — ANS MYHKUWKW BEHbl, BTOPON —
B TOYKe nepernba u TpETMM — B MECTe BbiBOAA BHELIHWUX
KOHLOB. [llyHKUMS BeHbl ocyllecTBieHa B6AM3KN cadeHo-
demMopanbHOro coycTbsl OTKpPbITbIM CNOCO60M, Yepes onepa-
LIMOHHbIM AocTyn (pa3peld) Ha 6eape. NHTpaonepaLOHHbIN
PEHTIEHONOMMYECKUIA KOHTPOSIb MOSIOMKEHUS PEHTTEHOKOH-
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