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BN PE3IOME

Beepenue. epuunt npotenna C ssnsetcs peakum sabonesaHmem. OgHOKO Y HELOHOWEHHbIX AETEN C LMAHOTUYECKMMM
NOPOKAMM CEPALA AAHHAS NATONOMMS MOXET BCTPEYATLCS YACTO.

Llenb — npeactaButh KAMHMYeckoe HABMNIOAEHME WMHTPAONEPALMOHHOTO BbisiBNeHus Aeduunta npotenHa C
Yy HOBOPOXAEHHOTO HONBHOTO, ONEPUPOBAHHOTO MO NMOBOAY LMAHOTUYECKOTO MOPOKA CEPALAL.

OcHosHble cBepeHus. OnncaHo KMHUYeckoe HaBIoAEHME MHTPAONEPALMOHHOTO PELUANBUPYIOLLErO TPOMBO3A CUCTEMHO-
NIErOYHbBIX LIYHTOB Y HOBOPOXAEHHOTO HONBHOTO C LMAHOTUYECKMM NOPOKOM cepaLa. HoBopoxaeHHble M HelOHOLWEHHbIE
AEeTU C LUMAHOTMYECKMMM MOPOKAMM CepALd SBASIOTC KATErOpMenW BbICOKOTO PUCKA PA3BMTUS MHTPAONEPALMOHHbBIX
TPOMbB030B M3-30 AePULMTA ECTECTBEHHBIX AHTUKOArYNSHTOB, KOTOPbIA MOXET BO3HUKHYTh KAK BCNEACTBUE FEHETUYECKM
obycnosneHHoro gepuumta npotemHa C, Tak 1 BCNeACTBUE HEAOHOWEHHOCTU PeBEHKA, HE3PENOCTH MEYEHH, CHUXKEHUS ee
CUHTETUYECKOM PYHKLMM, CEPAEYHON HELOCTATOUHOCTH M rMMOKcemMnn. HeoBxoamm BONONHUTENbHBIA NPEefONEPALMOHHbIN
CKPUHMHT HO HONKWYME AePUUMTA ECTECTBEHHBIX AHTUKOArYSIHTOB Y AAHHOM rpynnbl 6OMbHBIX, O B CTALMOHAPAX, B KOTOPbIX
MM BbIMOSTHAIOT ONEPALMM, AONKHA BbiTb BO3SMOXHOCTb MPOBEAEHUS 3AMECTUTENBHOM TEPANMM KOHLEHTPATOM npoTenHa C.

Kniouesbie cnoea: nednunt npotenta C, ectecTseHHbe OHTUKOATYMSHTH, BPOXAEHHBIE LMAHOTUYECKME NOPOKM CEPALA

KoHbnukT nHTepecoBs: asTopsl 3asB510T 06 OTCYTCTBUM KOHGMMKTA MHTEPECOB.

DuHAHCHPOBAHME: UCCNENOBAHUE HE UMENO CMIOHCOPCKOM NOAAEPXKM.

Insuntnupoeanus: lonyapos A A, Pubka M.M., Xunyaros [1.9., Poransckas E.A. Cnyyan nHtpaonepaumorHoro seisenerns aebuumnta npotenHa Cy 6onbHoro,
ONEpUPOBAHHOMO NO NOBOMY LMAHOTUYECKOTrO Nopoka cepaua. lemaronorua u Tpancdyamnonorua. 2020; 65(1): 61-69. https://doi.org/10.35754,/0234-
5730-2020-65-1-61-69

| 2020; 65(1): 61-69 | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | TEMATONIOTAS M TPAHCOY3NONOTUS | 61



| KIMHUYECKWNE HABIOOEHNS | CASE REPORTS |

I A CLINICAL CASE OF PROTEIN C DEFICIENCY REVEALED
IN A PATIENT DURING SURGERY FOR CYANOTIC HEART DEFECT
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AN. Bakoulev Scientific Center for Cardiovascular Surgery, 121552, Moscow, Russian Federation
I ABSTRACT

Background. Protein C deficiency is a rare condition. However, this pathology occurs more frequently in premature babies
with cyanotic heart disease.

Aim. To present a clinical case of an intraoperative detection of protein C deficiency in a patient operated for cyanotic heart
disease.

General findings. A clinical case of an intraoperative recurrent thrombosis of systemic-to-pulmonary shunts in a newborn pa-
tient with cyanotic heart disease is described. Newborn and premature babies with cyanotic heart defects belong to a high
risk group of developing intraoperative thrombosis due to a deficiency of natural anticoagulants, which can occur as a result
of genetically conditioned protein C deficiency, prematurity, immaturity of the liver or its reduced synthetic function, heart
failure and hypoxemia. Additional pre-operative screening is required for detecting a deficiency of natural anticoagulants in

this group of patients. The hospitals that perform such surgery should be equipped with protein C concentrates.
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BBenenue

Cucrema remocrasa mnpeacTaBjseT cObOH Kommekc
dbakTOpOoB U MeXaHU3MOB, 0bECNeuuBAIOIUX ONTUMATb-
HOe COCTOSIHUE arperaTHoro cocTosinusi (POPMEHHbIX dJie-
meHTOB KpoBu. OHa BK/IIOYAET: CBEPTHIBAIOLLYIO CUCTEMY,
obecrneunBaoLLy 0 KOATYISILUI0 OEJKOB KPOBU U TPOM-
6000pasoBaHye; NPOTUBOCBEPTHIBAIOILYIO CHCTEMY, 00y-
CJIOBJIMBAIOILYI0 TOPMOYKEHUE WJIM OJIOKALy KOATYJISUU
6esKOB MIasmbl U npoiecc Tpomboobpasosanus; Gubpu-
HOJINTUYECKYI0 CUCTEMY, PEAIM3YIOLLYIO IIPOLECChI JIM3H-
ca ¢pubpuna [1].

IIporuBocBeprhiBaroIas crucremMa COCTOMT U3 ME€PBUY-
HBIX U BTOPUYHBIX AHTUKOAry/assHToB. llepBuunbie an-
tuxoaryasutsl (anturpombun I1I, renapun, nporeun C,

nporeuH S, aHTUTPOMOONIACTUHBI, JUMUAHBIA MHTUOU-
TOp) BCerjga MPHUCYTCTBYIOT B LUPKYJIUPYIOLIEH KPOBHU.
Bropuunsle antukoaryssurel (anturpombun I, npomyk-
ThI Aerpaganuu GpuoprHa) oOpasyoTCcs B pe3yJibTare Mpo-
TEOJHTHUYECKOrO pacluerieHust (paKTOPOB CBEPTHIBAHUS,
B mporecce obpasoBaHusi U pacTBopeHus GpuOGpUHOBOroO
crycrka [2].

B nepsbie 5—7 nHeil »KM3HU y 3HOPOBBIX [LOHOLUEHHBIX
Aerell HabJIONAETCsl yMEHbIIEHUE B IJa3Me KPOBU KOH-
ueHtpauun Butamui K-saBucumbix pakTopoB CBepTHI-
BaHUS U PasBUTHE (PUBHOIOTMYECKON THIIOKOATYJISLMH,
4TO COMPSI)KEHO C TPAH3UTOPHBIM AepUIIMTOM ecTecTBeH-
HBIX (PUBMOJIOTMYECKUX AHTUKOATYJISHTOB M OCHOBHBIX
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komrnoneHTos ¢pubpunonusa. Takoe coorHomenue cBue-
TEJIbCTBYET O COAJIAHCMPOBAHHOCTH MEKAY OTAETbHBIMU
3BEHBSIMU CHCTEMBI [eMOCTa3a, XOTSI U Ha OoJiee HU3KOM
(PYyHKIIMOHAIBHOM YPOBHE, YeM y B3POCJbIX. B nanbHeid-
IIEM KOHLEHTPaus (PaKTOPOB CBEPTHIBAHUS U €CTECTBEH-
HBIX aHTMKOATYJISIHTOB HAYMHAET MOCTENEHHO HAPaCTaTh.
[IporpombuHOBBIH TecT, 3aBUCAIIMI OT AKTUBHOCTH ak-
topos ceepreiBanus X, V, VII u II, nopmanusyercsa k 14-my
nuro >kusnu. K aTomy e cpoky Boccranasnusaercs: du-
OGpuHOMIMTHYECKAS] AKTUBHOCTH KpoBH [3].

B nepuon HOBOpOXKAEHHOCTH, KOrja CHMYKEHA MPOAYK-
UM TUIA3MUHOTEHA, JKUAKOE COCTOSHUE KPOBM MOAIEP-
SKMBAETCS C TIOMOLLBIO TTOJIMMOP(HOSIIEPHBIX JEHKOLUTOB,
TO €CThb aJbTePHATUBHBIM MexaHu3mom ¢pubpunonusa [4].

YcTaHOBIEHO, YTO Yy HOBOPOYK/AEHHBIX, MPUJIOXKEHHBIX
K TPyAM B NEPBble Ba 4aca MOCJEe POXKAEHUS, KOHLEHT-
pauus B KpoBu ButamuH K-3aBHCHMMBIX IPOKOAryJISIHTOB
B cpennem Ha 25% Gosbiie, uem y AeTel, MOJLYyYMBIINX
rpyaHoe mosoko uepesd 8—10 yacos nocse poxxaenus [5].
B rabauue | npusenennl nanHble 0 IUHAMUKE AKTUBHOCTH
nporenta C B 3aBHCMMOCTH OT BO3pacrTa.

B 1976 r.J. Stenflo us Gerubeit niasmel BbLAEANT TPO-
teun C [7]. Onnaxo ero dynkuus B dpusuonorun pery-
Asiuuu remocrasa 6ouia onpenenena J. H. Griffin u coasr.
B 1982 r. [8]. IIporenn C naxongurcs B nuasme B kayecTse
NpeAUIeECTBEHHUKA CEPUHOBOM NpOTeasbl B KOHLEHTPA-
uuu 3—5 mr/n. Ilepuon ero monypacnaga B umpkyaupy-
IOLIeH KPOBM KOPOTKMH M COCTaBJsieT OKoJso 8 yacos [9].
AxruBHocts nporenHa C y HOBOPOXKIEHHBIX TOPasno
HIDKe, 4eM y B3pocabix. CpeaHsis niasmeHHast aKTUBHOCTD
nporenna C u nporenHa S y 3A0pOBBIX AOHOLIEHHBIX fi€-
teit cocrasister 35 %. Ilnasmennas akTMBHOCTB IpOTENHA
Cy HepoHOIEHHBIX AeTell boslee HU3KAS, YeM y [JOHOLIEH-
Hbix. OHa yBeIMUMBAIOTCS MOCIIE POXKAEHUS U JOCTUTAET
HU>KHel rpaHuIbl pepepeHTHBIX 3HAYEH U 151 B3POCIIBIX
(~50 ME/nn) B reuenue ot 6 mecsines o 1 roxma [4].

ITporenn C cunresupyercs: B medyeHu npu MNOMOLIY BU-
ramuna K u nmpkynupyer B KpoBOTOKe B HEaKTMBHOM
dbopme. AKTUBALM S TPOUCXOAUT MPU yYACTUH HEGOJIBIIO-
ro Konuuectsa Tpombuna [6]. 3HaunTenbHOe yckopeHue
STON peaklIMHU MPOMCXOAMUT MPHU BO3AEHCTBUU TPOMOO-
MOMyJIUHA — TOBEPXHOCTHOTO OesiKa SHAOTEeNIMATbHBIX
KJIETOK, CBsI3bIBaOIerocs: ¢ Tpombunom. B npucyrersun
cBoero kodakTOpa, MpoTenHa S, aKTUBUPOBAHHBIA MPO-
teun C nHa docdonunuaHoil NOBEPXHOCTH PACLIENJISET,
a sarem u uHakrtusupyet paxropsr Va u VIlla. Oror me-
xaHu3m 2 PeKTUBHO NMpeAypeskAaeT fajbHelnee oopa-
3oBaHUe TPOMOMHA U TPaHCOPMUPYET €ro B aKTUBATOP
anTuxoaryasHTHoro mexanuama. Oba ecTecTBEHHBIX aH-
tukoarynsara (nporenn C u nporenn S) aBasioTcs Bask-
HBIMU MOJYJISITOPAMM AKTMBALMU CBEPTBIBAHUS KPOBH.
[ToaTomy y GOBHBIX, NMEIOIIMX BPOKAEHHBIH UX Aedu-
LIUT, NUMEETCS CKJIOHHOCTDb K TSI’KEJbIM TPOMOOTHYECKUM
Hapywenusm [0, 9].

Bropoit Baxxnoit ¢pynkuueit nporeuna C asnsiercs no-
AaBJIeHVE MPOAYKLIUM 9HAOTEJUATbHBIMU KJIETKAMM MH-
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Tabnuua 1. Vismerenne aktveHocT npoteunta C B 30BUCMMOCTH
ot sospacTa [6]
Table 1. Changes in the plasma activity of protein C depending on age

[6]

Bospact AktneHocTb npotenHa C (%)
Age Activity of protein C (%)
o 5-ro gHs XnsHmn 1/-53
Before 5th day of life
5-30 pHen 20-64
5-30 days
1-3 mecaua 21-65
1-3 months
3-6 mecsaues 28-80
3-6 months
6-12 mecaues 37-81
612 months
1-6 ner 40-92
1-6 years
6-10 ner 45-93
6-10 years
10-16 nert 55-111
10-16 years
>16 net 70-140
>16 years

Ta6nuua 2. Knaccndukaums crenenn Taxecti aedbuunta npoTenHa
C12]
Table 2. Classification of the severity of protein C deficiency [12]

lMnasmeHHas aKTMBHOCTb npoTenHa C

BeipaxeHHoCTb

Plasma protein C activity aedpuumta
npotenta C
';ALF //3‘11 % Seﬁlerit?' of PC
deficiency
65-135 ME/gn 64135 Hopma
65-1351U/dL Healthy adult
>20 ME/gn 220 YmepeHHbIi
>20 1U/dl Mild
20-1 ME/an 1220 CpepHeit TaxecTn
20-11U/dl Moderately severe
<1 ME/gn < Taxenbin
<1 MEIU/dL Severe

ruburopa axktusaropa niasmunorena-l (MAII-1) no me-
XaHUBMY 06paTH01‘/’1 OTPULIATE/ILHOI CBS3U, UYTO BBIBOJAMUT
M3-TIOA KOHTPOJISI TKAHEBOW AKTMBATOP IJIA3MMHOIEHA
(TAII). CnencrBuem aTOro sSIBISIETCS KOCBEHHAST CTUMY-
ASUMs cUCTeMbl PUOPUMHOAM3A M yCHJIeHUE AHTUKOATry-
JISTHTHOHM aKTMBHOCTH akTuBrUpoBanHoro nporenna C [10].

IIporenn C mos>kHO onpenensiTh pasjiMIHBIMU METOAA-
MM: XPOMOT€HHBIMHU, KIOTTUHIOBBIMM ¥ UMMy HOXUMHUYE-
ckumun. OnrumasbHble 47151 KIMHUYECKOW MHTEPIIPETALM T
Pe3yJIbTAThI MOJLyYaIOTCS IPU MCIIOIb30BAHUN X POMOTEH-
noro meropa [6, 11].

Ymenbwenue cunresa nporeuna C u nporemna S
Y HEJOHOLIEHHBIX J€Tel MOIKET ObITH CieAcTBHEM 32060-
JIeBaHUS NE€YEeHU WJIM €€ «HEe3peJoCTU». Bwiaensior nsa
OCHOBHBIX COCTOSIHMS, BJUSIOLIMX Ha aKTUBHOCTBH IIPO-
teuna C B nnasme: pepunur Buramuna K u undexuus.
O6a 2TUX COCTOSIHUSI HEPEAKO BCTPEYAIOTCS B PaHHEM
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mutafieHuecTBe. AyTOMMMYHHbBIE CUHAPOMBI MOTYT TaKIKe
aCCOMUPOBATHCS C TPUOOPeTEeHHBIM AePUITUTOM TPOTEU-
na C u nporenna S Bcaeacrsue Haanuns aytoanturen [3].

P. Tientadakul u coasr. [12] npennoxunn kaaccudmn-
kaunuio gepunura nporenna C B 3aBUCMMOCTH OT yPOBHSI
akTuBHOCTU (TabJ. 2).

XoTs 4acToTa TSAYKEIBIX FEHETUYECKH O0YCJIOBIEHHBIX
romoaurotubix ¢dopm pedunura nporeuna C Huskas
u cocrasasier npumepro l: 4000000 nacenenus [13],
PacnpoCTPaHEHHOCTh APYTUMX (POPM BbILIE M COCTABJISIET
1 ma 20000 [9]. 'en nedunura nporeuna C nepenaercs
N0 HacJeACTBY npeacraButeasm oboero nona (mo 0,5%
ciayuaeB). Onpepnensiercss nBa THUIA HOCHUTENbCTBA My-
TUPOBAHHOTO IeHa: FOMO3UTOTHOE HOCUTEJNbCTBO — M-
arHOCTHPYETCsT y HOBOPOXKAEHHBIX W CONPOBOXKIAETCS
CHMHIPOMOM [IMCCEMUHHPOBAHHOIO BHYTPHUCOCYAUCTOrO
CBEpPTbIBaHM S, HEOHATAJLHOU My Py pol 1 T.N.; U reTepo-
3UTOTHOE HOCUTEJbCTBO — IPOSIBJISIETCS TIOCJIE MTOJOBOTO
cospeBanus [14].

Pasnuuaror aBa Tuna nedpunUTHHIX COCTOSIHUIA poTEU-
Ha C: Tun | — konuuecrsennsbiii gedpunut, npu KoTopom
curoken cunres nporena C, u tun I, npu koropom napy-
wena crpykrypa nporeutna C [9]. B coorsercrBuu ¢ atum
NpU [AMAarHOCTHUKE [aTOJOrMH, OOyC/IOBIeHHON paedu-
LUTOM WMJIM CTPYKTYypPHbIMM nameHeHusimu nporeuHa C,
OIPE/ESIOT BA IIOKA3ATeJsl: KOJIUIECTBO U AKTUBHOCTD
nporenta C B niasme kpoBu. Y HOBOPOKAEHHBIX C Tsl-
skenbim pepunurom nporenna C nporuos nebaaronpu-
arupiit. OcsioxneHus ot uyacTeix TpaHcdysuil naasmel
CHOCOOCTBYIOT BBICOKOMY YPOBHIO [€TCKO CMEPTHOCTH
[15]. Vimerorcsi orpanuyeHHble naHHblE 00 OTAAJEHHBIX
pesysibraTtax JedeHHUs] DOJBHBIX C TSYKEJIOH BPOXKAEHHOM
HepocrarouHocTsio nporenna C [16].

ObuenanuonanbHoe ucciaenosanue B Slnonuu BrJIO-
guno 301 cayuait gerckux Tpom6030oB y GONBHBIX
¢ 2006 1o 2010 rr. ¥ 48 (15 %) 60oabHBIX ObLIA IUATHOCTH-
posana Bposxaennas rpombodunus. Cpenu nux nedunur
nporenna C 6b1 BersiBaen y 22 (46 %) GosnbHbIX, npoTenHa
S — y 7 (156%), anturpombuna 111 — y 5 (10%), npyrue
npuunsasl — y 14 (29%) Gonpubix. Otmeueno, uro 25 %
GosbHBIX ¢ BposkaeHHbIM Aedunurom nporenna C ponu-
JIUCh Y 3[I0POBBIX PO/IUTEJIEl, ¥ KOTOPBIX Obli1a HOPMaJIbHAS
aktusHocTh nporenna C. Huskas akrusHocTs mporenna
C y aTux mereii MoCTENEHHO yBEIMYNBAIACH U JOCTUTAJA
C BO3PAaCTOM HOPMAaJIbHBIX 3Ha4eHUH. Y TaKMX GOJIBHBIX
MO>KeT OBbITb [MAarHOCTUPOBAH HEOHATAJbHBIN HeHACJel-
crBenHbii nedpunut nporenna C [17].

Ananus Ha nporeun C Takike NPOBOAST AJIsI OIpene-
JIEeHUs NPOrHO3a NPMU CENTUYECKUX COCTOsSHUAX. Ecum
nsasmeHHasi akTuBHocTb nporenHa C y GonbHBIX cencu-
com cumxkaercs menee 40% u B AuHaAMMUKe yMeHbIIaeTCs
Ha 10% B cyTkM, TO nporHos HebnaronpusaTabi [9].

B 1993 r. 6b1a 0obHapyskeHa yCTOHIMBOCTD K aAKTHBH-
poBanHomy nporenny C, 4To uaiue Bcero sIBISJIOCH IPU-
yuHoil B myTanuu dakropa V Jleiinena [18]. Makrop V

CTaHOBUTCS He 4yBCTBUTEJbHBIM K MHTMOUPY IOLEMY BO3-
neiicteuio nporemna C, 4TO M ompepessieT CKJIOHHOCTD
K Tpombo3am.

YeroitunBocrs k aktuBupoBanHomy nporenny C BbisiB-
JISIeTCS U Yy JeTell C HU3KMM HaCbIIeHUEeM apTepuaJsbHOMU
kpoBu kucaopoaom [19].

S. Ohga u D. Kang [20] npu meraananuse uccienosa-
HUM, B KOTOpPble ObLIM BKJIIOYEHBI [IETU C apTepUaJIbHbIM
WIIEMUYECKUM WHCYJIBTOM, YCTAHOBWJIM, YTO AJSl A€TeN
¢ nedpunurom nporenna C oTHOIIEHNE PUCKOB COCTABJISIET
8,46. OTn naHHBIE CBUAETEIBCTBYIOT O BaXXHOCTH CKPH-
HUHTa HACJIE[ICTBEHHOM Tpomboduiny, B nepByto ouepeab
nedunura nporenna C, y MosoabIx 6OJIBHBIX C apTepUaIb-
HBIMU TPOMOOTHYECKMMU OCJIOKHEHUSMU. YMEHBIIEHUE
njasmeHHol akTusHocTu nportenHa C B mocseonepanu-
OHHOM TIEpHO/ie SBJSETCS OIHUM U3 (PAKTOPOB PUCKA Pa3-
BUTHUSI TPOMOOTUYECKUX OCTOKHEHUH.

M. L. Moster [21] nokasas, uto Gonbuble ¢ nedpunurom
nporenna C, nepenecure nHdpapKkT MUOKapAa U UIIEMU-
dyeckuit MHCYbT, OblM Ha 10 et mosoyke MO cpaBHEHMIO
¢ 6oabHbIMH, He UMeBIIUMHU AedunuT nporenna C.

Onucan cayuyait aprepuanbHoro Tpombosa OGprOUIHOI
A0PTHI C MEPEXOAOM HA MOJAB3OLIHbBIE APTEPUM y AEBATH-
AHEBHOrO pebeHKa, mpH 06C/IelOBAHNY Y HETO ObLI BBISAB-
nen pepunut nporenna C [22].

Y. Matsunaga u coasr. [23] onucanu ciyudail octporo
MOYEYHOrO MOBPEXK/EHUSI y HOBOPOXKAEHHOIO, aCCOLM-
MPOBAHHOTO C W30JMPOBAHHBIM HEHACJIEACTBEHHBIM [le-
dunurom nporenna C. Axtusnocts nporeuna C y aroro
muageHna cocrasmaa 6%, akTUBHOCTH mporenHa S —
61%, npu aTom He ObLIO BbHISIBJIEHO TE€HETUYECKU OO-
YCJIOBJIEHHBIX MyTallMid B IeHe, KOAMPYIOILEM IMPOTENH
C. N'mnepkoarynsaums u pasanuve B BeJIMYMHE aKTHUBHO-
creit nporenna C u nporenna S Gb1u HEOOBICHUMBL. JTO
COCTOSIHME CONPOBOXK/AJOCHh TAK>Ke BBICOKON KOHLEHT-
paumeit D-numepa. ABTOpBI pacueHUJIN 9TO COCTOSIHUE
KaK HEOHATAJIbHBIA HEHAC/IeICTBEHHBII 1ePUIIUT TPOTEeu-
Ha C, nposasasiomuiica Tpomboduaneit 1 uMUTHPY IOLW A
HacJsencTBeHHbIR nedunut nporenna C [23].

YcTaHOBIEHO, YTO AETH C BPOXKAEHHBIMU MOPOKAMU
CepAla, B OTJIMYME OT 3A0POBBIX, Yallle MOABEPIKEHBI PU-
CKy TpomMb0OOpasoBaHus B pe3yJsIbTaTe CHUKEHUST AKTHB-
nocru nporenna C (71,1 = 29,8 nporus 117,8 = 24,8 %, p
= 0,02) [11]. ¥ noapocTkoB ¢ MaHOTMYECKMMHM MOPOKA-
mu cepaua (cpemgnuii Bospact 15 neT) akTuBHOCTD poTe-
nna C Obuta HUXKE, YEM Y MOAPOCTKOB C BPOYKIEHHBIMU
MOPOKaMM CepALa, He COMPOBOXKAAIIIMMUCS LUAHO30M
(88,8 mporus 106 %, p < 0,01) [24].

Bsaumocssass mexay cayuyasmu Tpombosa cucTem-
HO-JIETOYHBIX AHACTOMO30B/UIYHTOB U Tpombodunusamu
110 KOHLa He ugyveHa. | pombo3 aHacTOMO3a/IlLy HTa MOYKET
BOBHHMKHYTb BCJIEACTBHE MEXAHMYECKUX W IE€MOAMHAMM-
9eCKUX MPUYNH, HO UX IPUYUHOMN MOKET OBITh U TPOMOO-
dunna. C 2010 no 2012 rr. 6b10 TPOBEEHO UCCIEOBA-
Hue, BKJIo4aBluee /7 faeTeil, KOTOpbIM Oblla NmpoBeneHa
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orepanusi HaJIO>KEHUs] CUCTEMHO-JIEFOYHBIX AaHACTOMO30B.
Ilpu Tpombose anacTOMO3a BBINOJNHAIOCH UCCIIEIOBAHUE
Ha Haanaue Tpomboduinu. Tpombos Bosuux y 8 (10%)
us 77 pereit. Tpombodunus Gelia BoisiBieHa y 3 us atux
8 nereil: y ogHoro pebenka ¢ antudochoNMIUAHBIM CHH-
ApomoMm, y ogHoro ¢ myTanueit V dakropa uy ogHOro c se-
dbunurom nporenna C [25]. Jebunur nporenna C raksxe
MO’KET SIBUTbCSI IPUYMHOM TPOoMbOO3a BeTBeH aOpThl y HO-
BOPO>KIEHHBIX feTei [260].

CpencrBom pnsa nedenus nedpunura nporeuna C spns-
IOTCSI CBE)KE3aMOPOYKEHHAS MJ1a3Ma M KOHLIEHTPAT IIPOTEN-
Ha C [15]. Onucano npumenenue npsimoro uHrubuTopa X
dakTopa sHAOKcabaHa 115 JedeHUs] BPOKAEHHOTO fedu-
uura nporenna C [27].

OddeKkTUBHOCTL BHYTPUBEHHOTI'O BBE/IEHU sl KOHLIEHTPA-
ta nporenna C 1 npegoTspaleHus AajbHERIINX TPOM-
0GOTHYECKUX BNMB0A0B Y JUL, CTPAAAIOIIMNX TSIKEIbIM Je-
¢puunrom nporenna C, 6pu1a Bnepssie onucana M. Dreyfus
u coast. [28] B 1991 r. B 2002 r. B. Moritz u coast. [29]
OIMCAJIU ellle OJMH CJLy4ail yCIELUIHOrO BBEAEHUSI BHY TPU-
BEHHOrO BBefeHMsl KoHUeHTpara nporenHa C, npusens
PEe>XUM NPOBeAEeHUS MOAJEP>KUBAIOLIEH TEPATIUU C IOMO-
1bI0 BHYTPUBEHHOIO BBEJEHMSI KOHIIEHTpATa MPOTeuHA
C no 30-50 ME/kr xaxnavsie 1-3 nua [9]. Beenenue xon-
uenTpara nporenna C MoaKo»HO OBIJIO BIepPBbIE OMUCAHO
A. Minford u coast. B 1996 r. [30]. ITosguee nmocnemosaiu
M JIpyrHe COOOIIEHUs O MOJKOXXHOM BBEJEHUU MPOTEU-
na C [31-33]. Enunoro noaxona Kk MCnoab30BaHUIO 3TOMH
dbopmbl npenapara 1o cux nop Her [6].

CyuiecTByeT HECKOJIbKO BapUAHTOB MOJEP KHUBAIOLIEH
Tepanuu npu Tskeaom aedunure nporenna C. o mo-
>KeT ObITh KOMOMHALMS MEepOPaJIbHBIX aHTHKOATYJISIHTOB
¢ npenaparamu nporenta C nian moHOTepanus nepopasb-
HBIMU aHTUKOATYJISTHTAMU.

[1pu ucnonszoBanuu ogHOro Tosbko BapdapuHa MHOT-
[la BO3HUKAJU TPYAHOCTU C NOAOOPOM /103bl IIPU JIEYEHU U
manenbkux aereit ¢ gedpunurom nporenna C [34]. Taxoii
BApUAHT JIEYEHUS NIPUEMJIEM y A€TEH CTapLIero BO3pacra
Y OKas3aJiCsl 9KOHOMUYECKU BbirogHbim. [lna nposenenus
AJATENbHOM 3aMeCTUTE/NLHON Tepanuu BHYTPUBEHHON
dbopmoii nporenna C y nereit panHero BozpacTta 0ObIYHO
TpebyeTcs LeHTPa bHbIA BEHO3HBIH JOCTYT. DTH 6OIbHbIE
MMEIOT CKJIOHHOCTb K TMIIEPKOATryJISILIMY, TIO9TOMY MPHU Ha-
JVMYUHU LIeHTPAJIbHOIO BEHO3HOIO KaTeTepa pUuck Tpombosa
v MHQEKIMHN y HUX OYeHb BbICOK. OTCyTCTBHE OCIIOKHE-
HUHI, aCCOUMMPOBAHHBIX C LIEHTPAJbHBIM BEHO3HBIM KaTe-
TEPOM, SIBJISIETCS TIABHBIM [IPENMYIECTBOM IOJAKOKHOTO
nyTtu Beesenus nporeuna C. Ecau y Goasubix oTcyTeT-
ByeT HEOOXOAMMOCTh B LIEHTPAJbHOM BEHO3HOM JOCTYTe
[0 IPUYMHAM, HE CBS3aHHBIMU C TepPanveil BHYy TPUBEHHON
dbopmoii npenapara nporenna C, To npumeHeHMe MOLKOXK-
HOU popmbl nporenna C B Takoil rpynne GOIbHBIX SBJIS-
ercs onpasgaHubm [9].

OddeKkTUBHOCTD CKPUHMHIA OOJIBHBIX T'PYIIbI PUCKA
usyyaercs, U Ajsi obocHoBaHUS d(PPEKTUBHOCTH TaKO-

| KNIMHUYECKWE HABJTKOOEHMS | CASE REPORTS |

ro CKpUHUHIra TPeOYIOTCS MOMOJIHUTENbHBIE UCCJIEAOBA~
Hus [35].

Ilenn paGoThl — npeacTaBUTH KIAMHUYECKOe Habsoze-
HUE MHTPaONepPaALlMOHHOrO BbISBJIEHMS AeULUTa TPOTe-
nna Cy 601bHOro, ONEpUpPOBAHHOrO MO MOBOJY LIMAHOTH-
4eCKOro MOpPOKa CEpALA.

KJII/IHI/IquKoe H&GJIIO}IeHI/Ie

Boabnoit b.,, Bospact — 6 pgueil, macca Tena —
2,7 xr. duarnos: «Arpesust serounoit aprepuu | rtum,
JBOMHOE OTXOXKIEHUE COCYAOB OT MPABOrO >KEJLYAOYKa,
nedeKT MexKeSy/OYKOBOH MEeperopofiKH, OTKPBITHIH
apTepuaJsibHbIii TPOTOK, MeKIpeICcepAHOe COOoObIIeHue,
HE/I0CTaTOYHOCTh KpoBoobpamenus 2 b crenenu, nepe-
OpanbHasi umemusi | crenenu, cuHapom uepebpasbHOR
[eNpeccry, BHY TPHIKEILy I0YKOBOe KpoBousausHue | cre-
nenu, cuHApom runoronun. Hepgonomennocrs, poanics
Ha 36-ii Henesle GepeMEHHOCTH.

BosbHomy 6bina sannanupoBaHa MJaHOBasl ONEPALLMS:
PEKOHCTPYKIMU IIyTEH OTTOKA M3 MPABOTO >KEJyI0YKa.
Cocrosinue pebeHka ObLII0 KpaiiHe TSKEBIM, TS>KECTh 00y~
CJIOBJIEHA BPO>KAEHHBIM MIOPOKOM cepana. l'emonnnamuka
crabunpHas: aprepuanbHoe aasienue (AJl) 68/40 mm
PT. CT., PUTM CEpALLA CMHYCOBBIH C 4aCTOTOM CEpAEYHBIX
coxpamenuit (HCC) 130 yn/mun. Haceiuenne remorso-
OMHA KPOBM KHCJIOPOJOM, MO AAHHBIM IyJIbCOKCUMETPUHN
(SpOQ), cocrasusiino 82%. Munykuys B aHecreauro mnpo-
mia Ges ocobennocreiil. B xone oneparmsHoro Bmema-
TEJIbCTBA NJIAH ONepanuy ObUl M3MEHEH B CBSI3M C aHa-
TOMUYECKUMHU OCOOEHHOCTSIMM OOJIBHOrO: KOpOHApHast
aprepusi epeceKkaJia BBIBOAHON OTAEJ PaBOro >KeJLy 04~
Ka. DblIo mpuHATO pelieHne 0 HAJOKEHUM TOAKIIOUMY-
HO-JIETOYHOI'0 aHACTOMO3a CIpaBa AJsl yBEJUYEHUs] KPO-
BOTOKA 110 MaJOMy KpyTy KpoBoobpaienus. bour BBenen
renapun B no3de 100 ex/kr, Hasar OCHOBHOI oram omepa-
LMY, KOTOPBIH npoxoauns 6e3 ocobennocreit. C nomouiso
cunrernueckoro nporesa Gore-tex Ne 3,5 cospan noakiro-
YMYHO-JIErOYHBIN aHacTomo3 cripasa (puc. ).

OrnyweH aHacTOMO3, OTMEYEH NPUPOCT HACHILIEHU S
kposBu kucaopopom. [ lanenaropuo ouyymanacs myascanms
paboratomero anacromosa. Yepes 5 munyr nocse ormy-
CKaHMS aHACTOMO3a CTaJla MPOrPeCCUPOBATh APTEPUAJIb-
Hast runotonus 10 50/33 MM pT. CT., yMEHBLINIICS [TOKA3a-
Tenb SpO2 no 40 %, napocna 6paauxapaus o 90 ya/mun.
Brina nanaxena uncybdasuus okcuna azora, undysus
Basanpocrana co ckopoctsio 0,01 mkr/kr/mun, nosropHo
BBejeH renaput B gose 100 ex/kr, yBennuena nosa kapauo-
ToHn4eckux npenaparos: agpenanut 0,1 mxr/kr/muH, HO-
panpenanun 0,1 mxr/kr/mun. B pesynsrare Gbina gocrur-
HyTa ctabunusanusa remogunamuxu: A/l 72/44 mm pr. ct.,
SpO, 56 %. Curyanus pacuesesa kak TpoM003 aHACTOMO-
3a. Onepupymomuil Xupypr OTMETUJI, YTO MAJIbIATOPHO
HepecTas OLLYLATh ILyJIbCAMI0 pabOTAIOIEr0 aHACTOMO-
3a. Dpu1o npunsaTO pemenune 0 HaJIO’KEHUU LEHTPAIBHOIO
A0PTOJIErOYHOr0 AaHACTOMO3a C IPABOM JIEFOYHON apTepuen
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1 — aopra/aorta; 2 — cteon nerouroit aprepun,/fruncus of pulmonary artery; 3 — otkpei-
THI apTepuansHsIli npotok/persistent arterial duct; 4 — npasas nerouras aprepus/right
pulmonary artery; 5 — nesas nerouras aptepus/left pulmonary artery; 6 — npasas
nopkniounuHas aptepws/right subclavian artery; 7 — noaknioumuno-nerouHsiii aHacTo-
MO3 CMPABA W3 CUHTETUMYeCKoro NpoTeaa,/ systemic-to-pulmonary shunt (right subclavian
artery to right pulmonary artery) Gore-tex; 8 — LeHTPANbHBIA AHACTOMO3 MEXLY QOPTON
1 NPaBOt NEroYHON apTepuelt u3 cuHtetTudeckoro npotesa,/ central-fo-pulmonary shunt
(aorta to right pulmonary artery) Gore-tex; 9 — LeHTpanbHbI GHACTOMO3 Mexay aop-
TOit U cTBONOM nerodHoit aprepui/central shunt (aorta fo truncus of pulmonary artery);
10 — nesoe npencepave/left afrium; 11 — neswii xenynouek/left ventricle; 12 — npa-
soe npeacepave/right afrium; 13 — npaewit xenygouek/right ventricle; 14 — pedext
mexnpegcepaHoit neperopoak/atrial septal defect; 15 — nedekr mexokenynoukosoit
neperopogku,/ventricular septal defect

Pucynok 1. Cxema onepaumn (Xuryaros [.9., lonyapos AA.)

Figure 1. Plan of operation (Khinchagov D.Ya., Goncharov A.A.)

cunrernueckum nporesom Gore-tex (puc. 1). I[locae nano-
JKEHUS M 3aIlyCKa aHACTOMO3a OTMEYEHO YyBeJIMYEHHE 110~
KasareJsist SpO2 ¥ crabunmsanus remogunaamuku. OmHAKO
4yepe3 3 MMH IOCJIe HAJOXKEHUSI AHACTOMO3a BHOBb PE3KO
cuusuics nokasarens SpO,, Hapocau bpagnkapaus u ru-
noronus. [{uarnoctuposan Tpomb603 LleHTPaJIbHOrO aHa-
cromosa. Beimonnens mpsamoil maccaxk cepaua, yBesu-
YeHBI 103bl KAPANOTOHMYECKUX IIPenaparos (agpeHaanH
0,15 mxr/kr/mun, nopanpenanun 0,3 mxr/kr/mun), 6oaroc-
HO BBEJIEHBbI MEe3aTOH, 'MAPOKapOOHAT HATPUS, ATPOIMH,
[AEKCAMEeTa30H B BO3PACTHBIX [03aX, MOBTOPHO BBENEH
renmapuna B nose 100 ex/kr. Ilposenennsie meponpusitust
BHOBb IPUBEJHU K CTAOMIN3AUY FeMOAMHAMUKYU U OKCH-

Tabnuua 3. PesynsTaTh KNOTTUHIOBEIX TECTOB
Table 3. Clotting fest results

Mokasarens Pesynbratsl PedepeHcHble 3Ha4eHMs
Parameter Results Reference range

MNpoTtpombuHoeoe 21 10-15
BpeMms, ¢
Prothrombin time, s
MHO 199 0,8-1,1
INR
KoHueHTpauus 217 t/n 1,6-4,2
¢unbpuHorena, r/n
Fibrinogen concentra-
tion, g/I
AYTB, cek He cBepHynoch 27-74
APTT, s No clotting

Mpumeuanune. MPO — mexayHapoaHOe HOPMANN3OBAHHOE COOTHOLLEHME,
APTT — akTMBMpPOBAHHOE YACTMYHOE BpeMs TpoMbonnacTuHa.

Note. INR — International Normalized Ratio, APTT — Activated Partial Thromboplastin
Time.

Tabnuua 4. AKTHBHOCTY €CTECTBEHHBIX QHTUKOATYNAHTOB
Table 4. Activity of natural anticoagulants

Mokazarens Pesynbratsl
Parameter Results

Mpoteunn, C%
Protein, C% <10
Mpoteun S, %
Protein S, % 46
Aututpombu lll, % 39
Antithrombin Ill, %
D — aumepsl mkr/n 1812
D — dimer meg/!

renanun: AJl 756/41 mm pr. cr., SpO2 54%. Beuio npunsaro
pelIeHne O HAJIOXKEHUM LEHTPAJbHOIO A0PTOJIErOYHOIrO
AHACTOMO3a C NOALIMBAHUEM CTBOJIA JIEFOYHOM apTepuu
K BOCXOsIIelH aopTe 6e3 UCMOAb30BAHU S CUHTETUYECKOTO
nporesa Gore-tex. [locne okonuanusa onepanum remoau-
Hamuka Obula kKomreHcuposaHa uHdysuel aapeHaIMHA
B nose 0,16 mxr/kr/mun, nopaapenanuna 0,3 mxr/kr/mus,
ALl 69/42 mm pr. cr., putm cepaua — cunycossiii ¢ HCC
112 yua./mun, Sp0249 %. Jnst panbHeiero HabJIOAeHUS
u sledyeHust OOJBHON OBII MepeBefieH B OTAEJEHHME peaHu-
manuu u unrencusHoi repanuu (OPUT).

[Tpu noctynaenun 8 OPUT cocrosnue pebenka 6b110
KpaliHe TSI’)KeJbIM: FeMOAMHAMMKA — HecTabuibHasl,
Al 55/32 mm pr. cT. npu nocrosinHoi nHdysun agpena-
auna 0,2 mxr/kr/mun, nopaapenanuna 0,3 mxr/kr/muH.
Putm 6b11 cunycossiit, YCC 120 ya./mumn, SpO2 65 %,
KO>KHBbIE IIOKPOBBI IIMaHOTHUYHbBIE. Pedynbrarsl Ka0TTHH-
roseix TectoB npu nocrymiaennn B OPUT npusenenst
B Tabauite 3.

[lonyuennsle naHHBIE MOXKHO OBLIO MHTEPIPETHPOBATDH
KaK TMIIOKOATYJISILUI0, 00YCIOBIEHHYIO BBEJEHUEM remna-
puna. OpHako, y4YuThIBasi KJAMHUYECKYHO KapTHUHY, 00-
ciefoBaHye ObLIO JOMOIHEHO ONpe/eeHUeEM aKTHBHOCTH
€CTeCTBEHHBIX AHTUKOATYJ/STHTOB (TabJ. 4).
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BeposiTHee Bcero, npuunHOl peUMAMBUPYIOLIUX HH-
TpaonepanuoHHbIX TPOMOO30B 1BUJICS AedULUT TPOTEU-
Ha C. MosxHO npeanosoxuts, 4To TpomboobpaszoBanme
Ha CUHTETMYECKOH MMOBEPXHOCTU MPOTE3a, HE BBHICTIIAH-
HOM SH/OTeJMeM, POUCXOAMUIJIO B TeYeHHe HEeCKOJbKUX
MUHYT, lake B yCJIOBUSAX CUCTEMHON T'MIIOKOATYJISIIUH,
BBI3BAHHOM BBEJEHMEM rernaputa. OH/OTeIM3UPOBaHHAs
HOBEPXHOCTh LEHTPaJbHOI'O aHaCTOMO3a OKasaJsach 6o-
Jlee ycToiumBoii k Tpomboobpasosanuio. OnHako B Teue-
HUE CYTOK, HECMOTPsI Ha NPOBOAUMYIO aHTHUKOATYJISTHT-
HyI0 T€panuio, TPOM603 MPOUSOLIES U TaM, YTO IPUBEJIO
K cMepTH pebeHKa.

Ob6cyxpaenne

B onucannom kAMHMuYECKOM HAOMIOMEHUM TPUYUHOMN
TPOMOMPOBaHUs aHACTOMO30B MOCJLYKMUJ AeULUT TPO-
renna C. HeBoamorkHO ogHO3HAYHO yTBEPKAaTh, ObLT 3TOT
nedbuUIUT BPOSKAEHHBIM UM npuobpeTenHbim. Yacrora -
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>KEeJIOT0 TeHeTUYeCKH 00y CI0BIeHHOTO iepUITa TPOTEMHA
Ccocrasasier 1:4000000 [8]. Beposithee Bcero, B npusenen-
HOM KJMHUYecKoM Habmonenuu ¢gpusnonornueckuii gedu-
nuT OBLI yCyryOsieH HeLOHOLIEHHOCThIO pebeHKa, «Heape-
JIOCTBIO» MIeYeHU, CHUKEHUEM ee CUHTeTUYeCKol pyHKImy,
ceppieuHOl HepocTatouHocTH, runokcemuu. ledunur ec-
TECTBEHHBbIX AHTUKOATYJISIHTOB — 3TO HEPEAKOEe sIBJEeHUE
'y HOBOPOXKAEHHBIX ¢ Nopokamu cepaua. Hosoposkaenusie
Y HEIOHOLIeHHbIe AeTU C IMAHOTMYECKUMHU TMOPOKaMU
cepALa SIBJSIIOTCSI KATErOPUEH BBICOKOIO PUCKA Pas3BUTHSI
MHTPAOIEPALMOHHBIX TPOMOO30B MO NMpUYMHE AeduiuTa
€CTeCTBEHHBIX AHTUKOATYJSHTOB. |loaTomy Heobxomum
JIOTIOJIHUTENbHBIA CKPUHUHT HaJuuus AedUuIUTa ecTecT-
BEHHBIX AHTMKOATYJSIHTOB Yy JAHHOW TIpYyIIbl OOJBHBIX,
a B CTalMOHApPaX, B KOTOPBIX OCYILIECTBJSIETCS XHUPYPr-
JeCKoe JIeYeHHe TAKUX IAIMeHTOB, JOJYKHA ObITh BO3MOK-
HOCTb MPOBE/IEHUS] 3aMECTUTEIBHON I KOPPUTHPY IOLIeH
Tepanuu KoHueHTparom nporenna C.
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