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noJlyvyaBLUMX Tepanuio KOHLEHTPaToOM NpoTenHa C. B 3aBMCUMOCTM OT HaNUumsa Unm OTCYTCTBUA TPOM-

6030B nNaumeHTbl bbITM pa3neneHsl Ha ABE rPyMMbl — B KaXLOM Mo 6 naumeHToB. B 0benx rpynnax may-
Yyanu apPEeKTUBHOCTb fEYEeHUs MPU OQHOKPATHOW M CYTOYHOW A03ax BBEAEHHOro npenapaTa B 3aBu-
CMMOCTU OT KOJIMYeCTBa BBEAEHWIA B CYTKU, AIUTENbHOCTW Tepanuu, Onpeaensinm npoLeHT akTUBHOCTM
npoTeuHa C. MenvaHa pa3oBoit 103bl KOHLEHTPaTa bbisa Hike B rpynne naumveHTos ¢ Tpombosamm — 20 ME/kr;
y naumeHToB 6e3 TpomBo30B — 71,4 ME/Kr (p < 0,0001), npu aToM pasHuLbl B 3)IEeKTUBHOCTM Neye-
HWs He Bbino (p = 0,45). Mpu cpaBHeHUM BBEAEHHOW [03bl MpenapaTa y AeTel ¢ HepaspeLuuBLLIMMCS
1 pa3peLumBLUMMCSE TPOMBO3aMu BbISIBNIEHO, YTO MeAMaHa pa30BoW [03bl y NMaLMEHTOB C Headhdek-
TUBHBIM NeyeHneM bbina HUXKe Mo CPaBHEHMIO C TeMu, Y Koro Tepanus bbina adhdpekTneHa, — 8,78 u
71,4 ME/kr cooTsetcTBeHHO (p < 0,0001). MeaumaHa cyTouHO [O3bl TakKe Bbliia Huske B rpynne ¢ Hea-
hcpekTnBHbIM nevenneM — 20 u 71,4 ME/kr cooteetcteeHHO (p < 0,005). MpuMeHeHWe KoHUeHTpaTa
npoteunHa C y fieTelt ¢ NprobpeTeHHbIM ero AedhuLMTOM C Liefblo aHTUTPOMBOTUYECKON NpodhunakTmu-
K1 MOXKET BbITb NOTeHUManbHo 3hPeKTMBHbIM, 0COBEHHO eCnu y NauMeHTa Ha MOMEHT BBEAEHWS YiKe
ecTb TPOoMB03. IPDEKTUBHOCTL TaKON NPOPUITAKTUKM MOKET 3aBUCETb OT [03bl BBOAWMOIO KOHLIEH-
TpaTa. [InA onpeneneHns agekBaTHOM [03bl U PeX1Ma BBeeHUs npenapaTa y feTei Tpebyetca npose-
LEeHWe NPOCMEKTUBHBIX UCCMENoBaHWIA. [laHHOe MCcCrefoBaHve Noanep)aHo He3aBUCHMbIM 9TUYECKUM
KOMUTETOM W YTBEPsKAEHO peLleHneM YyeHoro coseta HMULL AFOU.
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There is increasing experience of protein C concentrate administration in world practice, but despite that, information of this drug Hematology. Oncology. Immunology

administration in patients with oncohematological diseases and primary immunodeficiency syndromes is lacking. Objective: to Ministry of Healthcare of Russian
study the effectiveness of protein C concentrate administration in pediatric patients with acquired protein C deficiency during Federation.
the treatment of oncological, hematological or immunological diseases. Medical charts of 12 patients who received inpatient Address: Russia 117997, Moscow,
treatment and protein C concentrate administration in the Dmitry Rogachev National Clinical Research Center from 01/01/2012—
12/31/18 were analyzed. Depending on the presence or absence of thrombosis, the patients were divided into two groups.
Single and daily doses, the number of injections per day, the duration of therapy and the percentage of activity of protein C
activity were studied in both groups. Both groups included é patients, median of a single administrated dose of protein C was
lower in the group of patients with thrombosis than in patients without them (20 and 71.4 IU/kg, p < 0.0001), while there were
obtained no differences between treatment efficacy (p = 0.45). When comparing the administered dose of the drug in children
with unresolved and resolved thrombosis, it was found that the median single dose in patients with ineffective treatment was
lower than in those who had effective treatment (8.78 and 71.4 IU/kg, respectively, p < 0.0001); the median daily dose was also
lower in the group with ineffective treatment (20 and 71.4 IU/kg, respectively, p < 0.005). Protein C administration in children
with acquired deficiency for the purpose of antithrombotic prophylaxis can be potentially effective, especially in those patients
who already have a thrombosis at the moment of administration. The effectiveness of such prophylaxis may depend on the dose
of the injected concentrate. To determine the appropriate dose and mode of administration of the drug in children a prospective
study is required. The study was approved by the Independent Ethics Committee of the Dmitry Rogachev National Medical
Research Center of Pediatric Hematology, Oncology, and Immunology.
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OPUTUHANbHBIE CTATbU

MUPOBOM MPaKTUKE HAKOMMEeH OnpeaeneHHbIN

OMbIT MPUMEHEHWsI KOHLeHTpaTa npoTemHa C

(PC) [1-8]. OdbuumanbHble MOKasaHUs K ero
NMPUMEHEHNIO — MOJSTHMEHOCHas Nyprnypa W KyMapwH-
WHAYLMPOBAHHbIN HEKPO3 KOMKM Y MaLMEHTOB C TAXENON
BPOMAEHHON HedoCTaToOuHOCTbI0 NpoTenHa C [9]. Kpome
TOro, MOKa3aHO KPaTKOBPEMEHHOE Ha3HayeHve npena-
paTa ¢ NpodUIaKTUYECKON Lerblo BOMbHBIM C TSKENOoM
BPOXAEHHOM HEQOCTATOYHOCTbIO NpoTenHa C B cnepyto-
LLMX CITyYasX: Mpu HEU3BEKHOCTU XMPYPrMYecKoro uim
MHBa3MBHOIO BMeLLATeNbCTBA; B HaUarne Kypca neyeHus
KYMapuHOM; MpW HeRoCcTaTouyHoM 3dpdiekTe OT neue-
HUA UCKIIIOUYNTENBHO KYMapyvHOM; MPU HEBO3MOXHOCTU
MPOBELEHNST Kypca NeyeHust KymapuHoM. [lpn 3ToMm
dopMarbHble KIMHUYECKME UCCIEN0BAHUA C y4acTUEM
LeTeN Unu HOBOPOXAEHHbIX C AechuumnToM npotenHa C
He nposoamnuncs [9].

Cpeoy naumeHTOB [ETCKOrO BO3pacTa npenapat
yalle BCEro MPUMEHSASICA Y MauMEHTOB C BPOXAEHHON
He#oCcTaToyYHOCThio npoTenHa C nubo ¢ pynbMUHAHT-
HOM MypNypon, CENTUYECKUMM MPOLLECCaMK, a TaKxke Y
NauMeHTOB MoCIie TPaHCMaHTaUMn reMono3TUYECKUX
cTBONOBLIX KneTok (TFCK) ¢ uenbio NpodunakTnku Be-
HOOKKII031OHHOM 6oneswu neuenn (BOB) [1, 3, 4, 6, 8,
10]. MaToreHeTuyeckass 06OCHOBAHHOCTb MPUMEHEHUS
OaHHOro MeTofa Tepanuu OCHOBLIBAETCA Ha TOM, YTO
aKTVBUPOBaHHbIN NpoTenH C MrpaeT BaskHYI0 CUCTEMHYIO
posb B MpOLeccax perynsumm reMoctasa u BocnaneHus
[5, 11, 12].

MpoTtenH C — 370 BUTaMUH-K-3aBUCKMBIN aHTUKOA-
FYNSAHTHBIA TTIMKOMPOTENH, KOTOPbIA CUHTE3WPYEeTCH B
neyexn. Nocne akTMBaLMM NPy NOMOLLM TPOMBUH-TPOM-
BoMomynMHOBOIO KOMMJIEKCA OH NMpeBPaLLaeTCs B aKTU-
BMPOBaHHbIN npoTenH C (APC), obnagaiowmin MOLLHbIM
NpoOUBPUHOMUTUYECKMM U AHTUKOArynsHTHbIM [en-
cTBMEM Bnaropgaps MHaKTMBaLUMW aKTVMBUPOBAHHbIX V ¥
VIIl chakTOpOB CBEPTLIBAHUSA, UTO NMPUBOLUT K YMEHbLLE-
HUIO 0bpa3oBaHust TPOMBUHA. 3aMecTuTeNbHas Tepanus
y NaUMEHTOB C HELOCTAaTOYHOCTbIO NpoTenHa C npepHa-
3HayeHa AN KOHTPONS TPOMBOTUUYECKUX OCIIOMKHEHWN
WK ¥MX NPenynpeskaeHns Npu 1cnosb3oBaHMM npodu-
NaKTUYECKOro BBeeHNs KoHueHTpaTa [9, 13].

CucteMa remocTasa y AeTen paHHero Bo3pacTa
OT/IMYaEeTCs OT TAKOBOW Y B3POCIIbIX, YTO NPOSBMSETCS
Bonee HU3KMMM 3HAYEHWAMM BUTaMUH-K-3aBUCUMBbIX
charTopos (cpakTops! II, VII, IX, X, npoTensi C, S) n chak-
TOpoB KoHTakTHOro ny T (XI, XII). Mo naHHbIM HEKOTOPbIX
aBTOpPOB, cofepskaHue npotenHa C y feTei B Bo3pacTte oo
6 Mec. Bofee HM3KOe MO CPaBHEHMIO CO CTapLUMMM OEeTb-
MU 1 B3pocnbiMu [13, 14]. B iuTepaTypHbIX MCTOUHUKAX
ocoboe BHUMaHWe yaeneHo rpynne 6onbHbIX, CTpapato-
LLMX OT OHKOreMaTosiormieckux sabonesanuii [5, 10, 12,
15]. 3710 cBsIZaHO C TeM, YTO BOrbHBIM [aHHOW MOMyrs-
LMW YrpOXaeT PUCK PasBUTUS CEMTUYECKUX COCTOSIHUN,
CBfA3aHHbIX C YaCTbIM Pa3BUTMEM MOCTLMUTOTOKCHUYEC-

KOr0O arpaHynoumTo3a, a Takxe npuobpeTeHHbI aedu-
umT npotenHa C Ha dhoHe MPUMEHEeHUs MOIMXMMUOTE-
panuu. CyluecTByloLME MCCIIefOBaHWs LEMOHCTPUPY-
0T yCMeLlHoe MPUMEHEHMe KOHLeHTpaTa npoTemHa C
y 60mbHbIX JAHHOW KaTeropuvM — B OCHOBHOM Y Mauum-
EHTOB C OCTpbIM MuenobracTHbiM feitkosom (OMIT),
PEeLManBOM OCTPOro nuMdpobnacTtHoro neikosa (OJ1J1),
numcpoMon XofskkMHa M op. VMIMeloTcs BecbMa OrpaHu-
YEHHble CBEAEHWSI O MPUMEHEHWUW JAHHOMO MpenapaTa y
naumneHToB, nepexectumx TICK, n nauneHToB ¢ nepsuy-
HbIMX UMMyHOLeULIMTaMK, KOTOPbIE TaKKE HAaXOAATCA B
rpynne pucka no passuTUIO CENTUYECKUX U TPOMBOTUYE-
CKUX OCIIOKHEHUI.

Llerib HaLLero peTpocrneKTUBHOIO aHaam3a — udyde-
H1e 3h(PEKTUBHOCTN MPUMEHEHUSA KOHLEHTpaTa npoTe-
uHa C y negnaTpuyecknx NaLMeHTOB OHKOJOMMYEeCKoro,
remMaTosfiorMyeckoro, MMMyHOMOrMYecKoro npodounei ¢
nprobpeTeHHOW HE[OCTATOYHOCTBIO fJaHHOro dhakTopa.

MATEPWAIbI U METO[lbl UCCNEOBAHUA

Mbl  MpoBenM  PeTPOCMEKTUBHbIN aHanu3  [faH-
HbIX McTOpWi Bonesun 13 nmaumeHTOB, HaXOAMBLUUXCS
Ha cTaumoHapHoM nedenun B HMUL OMOU wm. Omu-
Tpusi Porauesa B nepuon ¢ 01.01.2012 no 31.12.2018
W MOMyyYyaBLUMX Tepanuio KOHLUeHTpaToM npotenHa C
(CenpoTuH®, bakcTtep Al', BeHa, AscTpus). Mouck npo-
BELEH MO 3NEKTPOHHBIM UCTOPMAM BonesHn naumeHToB,
MCNOb30BasN TaksKe sKypHarbl yyYeTa v CrucaHus npe-
napaToB Ha nauueHToB. AHanusupyeMas MHdopMaLms
0 bornbHbIX BKMIOYana crienyioline cCBefeHUs: feMorpa-
dhmueckre gaHHble, OCHOBHOW AMArHO3 U ero OCOMKHe-
HUA, NMOKa3aHWUs K MPUMEHEHWIO KOHLEHTpaTa NpoTenHa
C, ero nosy (pa3oByio W KypcOBYyI0), ANUTENbHOCTb fe-
ueHus, copepanve npotenHa C B KPOBW A0 BBEAEHMS W
nocre, HamMuMe UM oTCyTCTBME TPOMBO3a Ha MOMEHT
Hayana Tepanuu U MOSIBIIEHWE MOBTOPHOrO TPOMbO3a
unun petpombosa B Teyenne 30 AHel nocne ee npose-
LeHus. B panbHenleM ofuH naumeHT Bbin UCKMIOYeH 13
aHanwvaa, NoCKOmbKy MMes NepBUYHbIN fedmumnT npoTe-
nHa C. [laHHoe nccnepnoBaHue noppaepskaHo Hesasucu-
MbIM 3TUYECKMM KOMUTETOM W YTBEPKOEHO peLleHneM
YyeHoro coseta HMUL, O OW.

Bcero bbinu npoaHanuaupoBaHbl 43 crnydyas npu-
MeHennst PC y 12 nauneHToB (6 MafibuvkoB U 6 [eBo-
uek) B BospacTe oT 1 mMec. o 18 neT; cpeaHuit BospacT
- 4,8 + 2,2 ropa (MeanaHa — 6 Mec.). BoisiBneHo, uTto
y 7 (58%) peteit ocHoBHoe 3abofieBaHMe OTHOCMIIOCH
K rpynne 3MoKayecTBeHHbIX HoBoobpasosaHuit (3H),
CaMbIM 4acTbiIM UX KOTOpbIX Obina Hempobrmactoma —
y 3 (43%) naumenTos, a Takke ONJ1, OMI, uHdpaHTUSb-
Has chubpocapkoMa, CUCTEMHbI MacTouuTo3. Cpeam
LPYrvX OCHOBHbIX 3aboneBaHuWii Bbinu BPOKAEHHbIN NO-
POK pa3BUTUS BOPOTHOW BEHbI, ABYXPOCTKOBas LMTOMNe-
HUS, UIMMYHHasl HEWTPOMEHUs!, MUESIOAMCNACTUYECKUIA
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cuHopoM, cuHppoM Kaszabaxa—MepputTa. Hosonoru-
yeckas CTPYKTypa MauMeHTOB M MX pacnpefenexune no
BO3pacTy MPeACTaBneHbl Ha pucyHkax 1, 2.

Y BCcex MmauueHToB Bbifo BbIABMNEHO W3HavasbHoe
HM3Koe copepskaHue npotenHa C (< 50%); y HekoTo-
PbIX N3 HUX peanu3oBaHHOE B BUAE CUMMTOMAaTUYECKOrO
Tpombo3a — 3TuM BonbHbIM NpenapaT BBOAWIM C Tepa-
MEBTUYECKOW Liefblo. Y OCTambHbIX MaUMEHTOB KPUTU-
YECKOEe CHWKeHWe AaHHOro hakTopa COMPOBOXOANOCh
pa3BuTUEM/yrpo3oii pa3suTis [BC-cuHLpOMa, 4TO AMK-
ToBano noTpebHOCTb B NPOCPMNAKTUUYECKOM BBEAEHUN
npenapara.

B panbHelweM Bce naumeHTbl Bbinu pa3feneHbl Ha
ABe rpynnbl B 3aBUCUMOCTY OT Hanmnuusa Tpombosa, noa-
TBEPKAEHHOr0 WHCTPYMEeHTaslbHbIMW MeTofaM AMarHo-
CTMKM (KoMnbloTepHast ToMorpadus, ynbTpa3ByKoBOe
uccrnenoBaHve, MarHWTHO-pe3oHaHCHas ToMorpadous).
Ona oueHkn pesynbtatoB npumeHeHns PC ucnonbso-

PucyHok 1
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Banu kputepum 3PdEKTUBHOCTU. Tepanus cuuTanacb
3bdeKTUBHON B TOM Cryyae, ecnu B TeueHne 30 oHel
OT MOMEeHTa BBENEHWS KOHLEHTpaTa He NpOMCXOmMS
MOBTOPHbIA TpoMbB03/peTpomBos, B MPOTUBHOM Cllyuyae
oTMeyanu oTcyTcTBMe 3DEKTUBHOCTU NEYEHUs.

MpoueHT akTmBHOCTM MpoTenHa C ycTaHaBnvBamu
C MPVYMEHEHUEeM XPOMOreHHbIX MeTOLO0B NlabopaTopHoM
OMarHoCTMKM Ha aBTOMATWYECKOM aHanusaTope re-
mocTasa ACL TOP 700 (/Instrumentation Laboratory,
CLWA) c wucnonb3oBaHWeM COOTBETCTBYIOMX pedde-
PEHCHbIX 3HauYeHWI, OnpefeneHHbIX MPOU3BOANTENEM
(Instrumentation Laboratory).

CTaTMCTMUYeCKUn aHanm3 MpOBOAMAM C MOMOLLbIO
nporpammbl  Microsoft Excel 2016 (dopmuposaHue
Ba3bl faHHbIX, OnWcaTeflbHas CTaTUCTWKa, rpadmye-
CKoe MpencTaBrneHne faHHbIX), MedCalc Statistical
Software version 14.8.1 (MedCalc Software bvba,
OcTeHpe, benbrus; http://www.medcalc.org; 2014).
HenpepbiBHble MEpeMeHHble OXapaKTepu3oBaHbl Mo-
CpPeacTBOM MefuaHbl M WMHTEPKBAPTWIbHbLIX WMHTEpBa-
nos (IQR). lna cpaBHeHus rpynn ucnonb3osanu U-TecT
MaHHa—YWTHW NS HE3aBUCKMbIX HEMPEpPbIBHbIX Nepe-
MEHHbIX U TOYHBIN KpuTepuin PuLepa ons kateropuasnb-
HbIX NepeMeHHbIX. 3HayeHus p < 0,05 cuutanum ctatuc-
TUYECKU 3HAUMMbIMK. Bce TecTbl Bbinv ABYCTOPOHHUMM.

PE3YJIbTATbI UCCJIELOBAHUA

Mpn cpaBHeHMM KonuuecTBa cryyaeB Tpombosa
y naumeHtoB ¢ 3H u gpyrummn 3aboneBaHuAMM LOCTO-
BEpHbIX pasnuuunii He nonydeHo (p = 1) (rabrmua 1).
Tabnuua 1

OCHOBHble AUarHo3bl NaLUEeHTOB
M KonMuecTBo ciiyyaeB TpoMbosa

OCHOBHOW fMarHos Konuuectso Cnyuamn
nauneHToB TpoM6030B
310Ka4yecTBeHHble HOBOO6pa3oBaHUsA
MHbaHTunbHasA hnbpocapkoma 1 0
Helipobnactoma 3 3
OcTpblit MMMcDoBNacTHbIN Nenkos 1 1
OcTpbIit MenobnacTHbIi nerkos 1 1
CUCTEeMHbI MacToOLMTO3 1 1
Utoro 7 6
[ipyrve Ho3onorun

Bpomner{HbM MOpoK pa3BuTUs 1 1
BOPOTHOWN BEHbI

[IByXpocTKoBas LMTOMNEHUS 1 0
VIMMyHHas HeiATponeHus 1 2
MwvenopmncnnacTUyeckuii CMUHAPoOM 1 1
CunppoM Kasabaxa—MepputTa 1 0
WToro 5 3
BCEro 12 9




OPUTUHANbHBIE CTATbU

lpoBeneHo CpaBHEHWE MaLMEHTOB MO HanMumio TpoMbosa:
B Ka)XOOW rpynne bbino paBHOe KOMYECTBO MaLMEHTOB
¢ Tpombo3oM. Cpeau naumeHToB 6e3 KAMHWUYECKM 3Ha-
UMMbIX TPOMBO30B Obl1 pebeHOK C KOCBEHHBIMU MpU-
3HaKaMK HaumHaloLlerocs TpomMbo3a NopTanbHOW BeHb
(3amMenneHne KpPoOBOTOKA, MO [OaHHbLIM YrbTPa3BYyKOBOIA
ponnneporpacdum) 1 nauveHT ¢ BOB neyexn. MeamnaHa
BO3pacTa nauueHToB ¢ TpoMbBosom (10,5 roga) 6Gbina
Bonblue, yeM y fieTeit 6es Tpombosza (0,6 rona; p < 0,05).
MOCKOSbKY B NMUTEPATYPHbIX UCTOYHMKAX eCTb YMOMU-
HaHWS O TOM, YTO COAepkaHve npotenHa C B KposK Yy
LeTel B BO3pacTe [0 6 MeC. HWKe, YeM Yy fieTeit Opyrux
BO3pacTHbIX rpynn [14], 6bin0 peLleHo BbISBUTL TaKux
nauveHToB B obeux rpynnax. Cpegn peteit ¢ Tpombo-
3aMu BbIn ToNbKO OfMH pebeHok 3Toro BospacTa; bes
TpoMb030B — 4 neTel, OQHAKO 3Ta pa3HuLa He ABNAnach
cTaTMcTMUeckn nocTtosepHoit (p = 0,24). He monyueHo
TaKKe CTaTUCTUYECKN [OCTOBEPHbBIX PAa3fMuuii Mexaoy
KONMMYeCTBOM CrlyyaeB TeyeHus cencuca, [BC-cuHapo-
Ma, Tpombo3oB, peTpoMbo30B, NeTanbHbIX MCXOAOB B
obeux rpynnax (rabnmua 2). Taknm 06pasoM, 1O0CTOBEP-
HbIX AaHHbIX 0 pa3nuumm B acpdekTMBHOCTH Tepanum PC
Mexay rpynnamv NauMeHToB C peann3oBaHHbIM TPOMBO-
30M W YrpoXKaeMblIx N0 €ro BO3HNKHOBEHMIO HE MOMyYeHO
(p = 0,45).

[MpoaHanM3npoBaHbl TakKe PEeXUM W [03bl BBEAE-
Hus PC y naumeHToB obeux rpynn. BbisBneHo, uto na-
LMeHTaM ¢ TpoMbBo3aMu BBOAMIIN HU3KME pa3oBble L03bl
PC — 20 ME/«r (ot 8,78 no 46 ME/Kr) 1 cyTouHble 003bl
— 34,8 ME/kr (o1 20,0 no 62,5 ME/Kr); pekoMeHayeMoi
cuntaetcs gosa 60-80 ME/kr [3, 9]. PasoBble no3sbl PC
Tabnuua 2

OueHKka achheKTMBHOCTU Tepanuu
C NpUMeHeHUeM KOHUeHTpaTa npoteuHa C

MokasaTennb NaumenTe! MauvenTe! [locToBepHOCTb

c TpoM6030M 6e3 TpomM6030B P

Konuuecteo 6 6

nauneHToB

Meguata (IQR) 10,5 0,6

Bo3pacTa, net (2-16) (0,2-0,7) pliLE

MauneHTsb _

ot 0-6 Mec. . .

Cencwc/

CenTUUYECKUIA LLIOK/ 4 2 p=0,57

[1BC-cuHapom

Tpombo3 4 1 p=024

paspeLuunncs

[oBTOpHbIE _

TPOMB03bI z B p=1

CMmepTb 1 0 p=1

3dhheKTUBHOCTb 4 6 p=045

Tepanuu

BbII paBHbI CYTOYHOM [JO3€ Y naumeHToB be3 Tpombo-
3a M OKasanucb [OCTOBEepHO bonee BbLICOKMMM, YeM y
nauueHTos gpyroi rpynnsl, — 71,4 ME/kr (ot 71,4 po
86,2 ME/kr; p < 0,0001). ConepskaHue npoteuHa C,
HanpoTuB, BbINI0 HUXKE B rpynne naumMeHToB 6e3 Tpom-
60308 — 26% (ot 18,3 mo 52,3%); y naumeHToB C
TpoMbosamn — 55,5% (ot 40,0 mo 71,0%; p < 0,001)
(rabnmua 3).

Bbino pelueHo oToenNbHO aHanMavpoBaThb BIMSIHUE
OOHOKPAaTHOM W CYTOYHOM [03bl Ha 3OPEKTUBHOCTb Te-
panuu. Okasanock, YTo MeiMaHa pa3oBoi [03bl Y AeTen
C HepaspelumBlIMMCS TPOMBO30OM bbina Huke, yeM y
TexX MaUMEHTOB, Y KOTOPbIX fleyeHne Bbino adcpexTrs-
HbIM, — 8,78 1 71,4 ME/Kr cooTsetcTBeHHO (p < 0,0001).
MeguaHa CyTOYHOW [03bl TakKe bblna HUke B rpynne ¢
HeadbheKTMBHbIM nedeHneM — 20 u 71,4 ME/kr cooT-
BeTcTBEHHO (p < 0,005) (rabrmua 4).

Tabnuua 3

OueHKa peXXUMOB U A03bl BBEEHUS
KOHLeHTpaTa npoteuHa C

MaumneHTbl PG
MokazaTtenb o 6e3 JlocToBepHOCTb
Cc TpPoM6030M TPOM6030B
Meavana
= 20 71,4
O[IHOKPAaTHOM 03bl - w p<0,0001
npoteuHa C, ME/kr (8.78-4¢) (71.4-86.2)
MepwaHa cyTouHoi 348 714
Ao3bl NpoTenHa C, - W, p < 0,05
ME/Kr (20,0-62,5) (71,4-86,2)
Meawnana 1 1
BBE[IeHUIA (1-3) (1-1) p<0,05
3a CyTKM
MepunaHa 1 1
ANUTENbHOCTM _ i p=0,23
Kypca neyeHus (1-1) (1-3.5)
MepunaHa
KOHLEHTpaLum 55,5 26
npoTevta C (40,0-71,0)  (18,3-52,3) p<0.001

3a nepwuon HabniopeHns

Tabnuua 4

OueHKa peXXUMoB U A03bl BBEl€HUSA
KOHLeHTpaTa npoTeuHa C y naumeHToB

¢ acpchpekTBHON M HeachcheKTUBHOW Tepanuen

HeadbchekTnBHas IdbdekTmBHaA

MokasaTenb e romamn T
Mepawnaxa

O[IHOKpaTHOM 878 14

oo (8.76-14,39) (56.4-86.2) p<0,0001
npoTenHa C,

ME/kr

Mepawnana

CYTOYHOM 20.0 14

oo (20,0-37,395) (69,2-86,2) p < 0,005
npotewnHa C,

ME/kr
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OBCYXOEHUE PE3YJIbTATOB UCCJIEAOBAHUSA

lMpoBenEeHHbIN HaMV aHanM3 — ofiHa W3 NepBbIX Morbl-
TOK OLeHKM 3CPAEKTUBHOCTU NMPUMEHEHNS KOHLEHTpaTa
npotemHa C y nauMeHTOB [ETCKOro BO3pacTa OHKOMO-
FMYEeCKOro, remMaTtosiorM4yeckoro, MMMYHOMOMMYECKOro
npocounen ¢ BTOPUYHOWM HELOCTATOYHOCTHID LaHHOMO
dhakTopa. [NaBHble OrpaHWYeHuss MPeAcTaBiEHHOro
aHanusa — Marsblil pa3mep BblIBOPKM K ero peTpocnek-
TUBHbIV XapakTep.

N3BecTHO, uTO Hannume 3H NpUMBOAWT K COCTOSIHUIO
runeproarynaumm [16-18], B cBA3M C ueM OTOENbHO
MpoaHanM3npoBaHbl Crlyyan TPoMb030B Yy MaLMEHTOB C
3H 1 6e3 TakoBbIX, NPU 3TOM AOCTOBEPHbIX Pa3fnnunii
He nonydyeHo. bosbLuylo YacTb NaUMEHTOB COCTaBMAMM
neTu B BospacTe 10 1 ropa (MeavaHa BospacTta — 6 Mec.);
Yy HUX He BbII0 OTMeYeHO cryyaeB TpoMbo3a BOMPeKwu
rMnoTese 0 TOM, YTO 3T NauUeHTbl MOryT BbITb NoaBep-
»eHbl boree BbICOKOMY PUCKY BO3HUKHOBEHMSI TPOMBO3a
B CBA3M C (hn3noniornyeckn bomnee HU3KUM copepskaHus
npotenHa C B KpoBW. MpoBeLeHHbIV aHan13 NOATBEPAMI
[ocToBepHO Bonee HU3Koe copepskaHve npoTenHa C
B KPOBW Yy [eTeV OaHHOW BO3pacTHoW rpynnel. B cpen-
HeM uM Boounu PC B Bonee Bbicokmx go3ax (B ME/kr),
a 3HAUWUT, MOXKHO MPEANOSIOKNUTL, YTO 3TO MOBIMANO Ha
3 heKTUBHOCTb Tepanuu: y OQHOMo nauneHTa TpomMbo3
paspeLumncs Ha dpoHe npuMeHenus PC, a 'y 4 naumeHToB
TpoMbB03bl BOBCE He OTMeYeHbl 3a nepvof, HabnoaeHus.
Hanbonbluee konmuecTBo crnyyaeB TPOMB030B 3admK-
CUPOBaHO Y fieTel Bonee cTapLUuei BO3pacTHOM rpynmbl
(Meonana — 10,5 roga). OuH cryyait netasnbHOro UCXo-
[a 3ahMKcKpoBaH B rpynne MauuMeHToB ¢ TpoMbosamu
—y naumeHTta ¢ OMJ1 nocne annorenHon TICK, uto, He-
COMHEHHO, OTPa)aeT M3HaYarnbHyI0 TAKECTb COCTOAHMS
3TOro naumeHTa.

Mpn aHanu3e peXxMMOB [O3VMPOBaHUA KOHLEHTpaTa
npotenHa C Mbl BbIIBUIIM 3aBUCUMMOCTb Mexay adhdpek-
TUBHOCTbIO TEpPaNUM U AO30M Ha3HaYyaeMoro npenapara.
[MonyyeHHble HaMu [laHHble CTaBAT Bonpoc 06 adpdpek-
TUBHOCTW MEPBUYHON U BTOPUYHOW MPOPUNIAKTUKN KOH-
LleHTpaToM npoTenHa C y feTen: cornacHo faHHbIM Npo-
BE[IEHHOr0 aHanM3a, Kak pa3oBasl, Tak U CyTOYHast [O3bl
KOHLieHTpaTa y MauneHTOB C NOBTOPHbIMW TpOMbOTHYE-
CKUMM 3anu3opamu bbin [OCTOBEPHO HUsKe. besdycrnoBHo,
oLeHMBaTb 3EKTUBHOCTb MPUMEHEHUSA KOHLEHTpaTa
npotenHa C OTHOCUTENbHO PUCKa BO3HUKHOBEHWSA TPOM-
6030B, PYKOBOACTBYSCb [aHHbIMW MPOBELEHHOr0 Hamu
aHanusa, He KoppekTHOo. OfHaKo, MO HalMM OaHHbIM,
MPMMEHEHNe KOHLIEHTpPaTa B CYTOYHOW A03e He MeHee
69 ME/Kr y nauMeHToB C TPOMB030M MOSKET BbITb MOTEH-
umanbHo 3PEKTUBHO AN NPOUNIAKTUKM MOBTOPHbIX
TPOMBOTUYECKMNX 3NMU30Q0B.

Mpy un3yuyeHun paboT, MocCBALLEHHbIX 3PdEKTUB-
HOCTW MPUMEHEHNs KOHLeHTpaTa npoTenHa C, BbisBne-
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HO, YTO 0BbIYHO OH MpUMeHsieTca B ropa3no bonee Bbi-
COKOW [03€e, HampuMep, B MCCIefoBaHWW, U3y4yaBLLEM
3beKTUBHOCTL Tepanuu Tpombo30B, OyrbMUHAHT-
HOM Mypnypbl U KyMapWH-WMHLYLMPOBaHHbIX HEKPO30B
KOMM Yy Tex MauUMeHTOB, KOTOPbIM BBOOMMM KOHLiEHTpaT
npoTenHa C, W Tex, KTO noslyyan feyeHne CBEeKe3aMo-
POSKEHHOM MnasMoil M aHTWKoarynaHTamu (Hedopak-
LIMOHMPOBaHHbIN FenapuH, HW3KOMOJIEKYNAPHbIA rena-
puH) [2]. Beina npoaeMoHcTpupoBaHa Gonee BbiCOKast
3P(PEKTUBHOCTL JleYeHUs B rpynne MauWMeHToB, KO-
TOPbIM BBOAMIM KOHLEHTPAT, MO CPaBHEHMIO C Temu,
KTO ero He monyyan, — 94,7 n 55,2% cooTBeTCTBEHHO
(p = 0,0032). CytouHass fo3a cocTaBfsana He MeHee
157 ME/kr (Meguana — 211,2 ME/Kr), a NpoQosiskuTe b=
HOCTb fle4yeHuna — He MeHee 2 fHei. B onucanuu cny-
uasi, NpeacTaBneHHoro aeTopamu [7], NpogeMoHcTpU-
poBaH OMbIT 3PPEKTUBHOIO NPUMEHEHNS KOHLIEHTpaTa
y MauueHTa C BPOXAEeHHbIM AedunumntoM npotenHa C u
MPOSBIEHUAMM  OYSIbMUHAHTHOW  nypnypbl  (TpoM603
COCYOOB CTOMbI U BOMOCUCTOM YacTu ronosbl). PebeH-
Ky M3HayasibHo BHYTPMBEHHO BBOAMM Npenapar B A03e
180 ME/kr, 3 pasa B [ieHb; 3aTeM [03y M3MEHWUNn —
90 ME/kr, 4 pa3a B fieHb; Ha 3ToM hoHe Habniofanach
perpeccuss TPoMb030B W MOMHOLEHHOE 3akMBREHUE
paHeBbIX [eCEKTOB.

OnucaH cnyvyain NpYMeHeHWst NpenapaTta y HOBOPO-
OEHHOro ¢ fedpmumntoM npotenHa C u TeueHmem dynb-
MWHaHTHOW nypnypbl [19]: pebeHky BBOAMNM npenapart
B po3sax: 130 ME/kr, 3 pa3sa B feHb; 250 ME/kr, 4 pa3a
B AeHb; 250 ME/kr, 3 pasa B feHb, u 250 ME/kr, 2 pasa
B eHb. Yepes Mecsil OT Hayana Tepanuu Habrioganoch
3AXMBIIEHNE KOXHBIX HEKPO30B bnaropapsi BOCCTaHOB-
MEHVIO MUKPOLMPKYNALMKM U paspeLleHnio TPoMBo30B.
B npyroM uccneposaHun 8 mauveHTam B BO3pacTe OT
2 mec. po 18,25 ropa ¢ TeYEHWEM MEHMHIOKOKKOBOIO
cencuca u PynbMUHAHTHON NYPRypbl KOHLEHTPAT BBO-
OVMAN B BUAE M3HavanbHoro bonioca B nose 80-120 ME/
Kkr, nanee — 50 ME/Kr, 0o 6 pas B feHb [4]. Y Bcex nauu-
€HTOB Dblf10 0TMEYEHO BOCCTAHOBMEHWNE MUKPOLIMPKYIISA-
LMW B BUAE YMEHBLLEHWS PAa3MEPOB KOKHbIX HEKPO30B.

besycnoBHo, Ansa oueHkM 3hdEKTUBHOCTH NEPBUY-
HOW 1 BTOPUYHOMN NPOCOUINIAKTUKN NpY BBELEHUN KOHLEH-
TpaTa npoTenHa C HeobxoauMbl fanbHelLne uccneno-
BaHWA, NPenMyLLECTBEHHO NMPOCMEKTUBHOIO XapaKTepa,
npenycMaTpuBaloLLye paHLoOMM3aLmIio, 0OHaKO NpoBeae-
HMe TaKUX UCCIef0BaHWA OrpaHUYEHO PELKOCTbIO M3y~
4aemMoro NaTosIorM4yecKoro CocToaHuA. [lencTBUTENbHO,
HalUW NaHHble YKa3blBalOT Ha KPalHIOI reTeporeHHoCTb
MauMeHTOB MO OCHOBHOMY 3abofieBaHuio, YTO BecbMa
3aTpYLHSIET BO3MOMKHOCTb B3BELLEHHOW OLeHKM adhdpek-
TUBHOCTM MpenapaTta. [ns OLEeHKM BbIKMBAEMOCTW Na-
LIMEeHTOB [ETCKOro Bo3pacTta pa3paboTaHbl MPOrHOCTU-
yeckue LKanbl — PRISM [20], GMSPS [21] (ans oueHku
MPOrHO3a y NauMeHTOB C MEHUHIOKOKKOBOW CenTuueMm-
ei1), 0oHaKo CyLLEeCTBYIOT onpefenieHHble OrpaHuueHns



OPUTUHANbHBIE CTATbU

UX MPUMEHEHMS, B NMEPBYIO 0Yepelb CBA3aHHblE C TEM,
4TO AaHHble KpuTepuu pas3paboTaHbl ANS XMpypruye-
CKMX MauMeHToB Mbo Lnsi MaUMEHTOB, HAXOAALLMXCS B
OTOENeHUM UHTEHCMBHOM Tepanuu. HeT Takske YeTKoro
onpefeneHns 3HauyeHun akTMBHOCTKM npoTtemHa C, mpw
KOTOpbIX HEOBXOAMMO NPOBEfEHNE 3aMECTUTENIbHON Te-
panuu, HO ecTb PsL AaHHbIX, 0603HaYaIoLLMX LiefeBYIo
aKTMBHOCTb. Tak, npowussogutens [9] ykasbiBaet, uTto
aKTUBHOCTb nMpoTenHa C B CbIBOPOTKe HOMbHOr0 JOSK-
Ha bbiTb foBefeHa no 100% B Havane kypca nevyeHus
M B TeUeHMe BCEro Kypca AOSKHa MOAAEPIKMBATLCA Ha
ypoBHe Bonee 25%. B uccnepoBaHuu, MOCBSILLIEHHOM
MPUMEHEHMIO KOHLieHTpaTa npoTenHa C y HOBOPOXAEH-
HbIX C BPOMOEHHbIM ero gedouumtoM [22], npogemoH-
CTPUPOBaHbI CXOKWE [laHHble: CoaepskaHue npotenHa C
B KpOBW Ha ypoBHe Bonee 0,25 ME/Mn accounnpoBaHo ¢
HOpManu3auvein MapKepoB Koarynsumu.

YacTtoTa TPOMBOTMUECKMX OCMOMHEHWN Yy [eTen
HUKE, YEM Y B3POCTIbIX, UTO TaKke 0bycnaBnmBaeT Tpya-
HOCTM npu Habope HeobXonMMOro KomMuyecTBa naumeH-
TOB. OOHWMM M3 HarnsLHbIX MPYMEPOB BO3HUKLLMX CIOM-
HOCTEN NpW NPOBELEHWUN NPOCNEKTUBHBIX UCCIEROBAHUN
y OeTeW, MOCBSALLEHHbIX MEePBUYHOM aHTUTpoMboTunye-
CKot npochunakTrke, ctasno uccrneposaHne PARKAA [5],
B KOTOPOM TaK W He yAasnoch LOCTWUYb AOMKHOIO YPOBHS
L0CTOBEPHOCTM B UCXOAAX MEXAY NaLMeHTaMmn, KOTOpbIM
MPOBOLMIN U HEe MPOBOAMNM NPOCPUIIAKTUKY KOHLEHTPa-
TOM aHTUTPOMBMHA. He ynanoch Takke LOCTUYb LOCTO-
BEPHbIX Pa3nuuuii B pa3BuTuM cuHyc-Tpombosa y feten

¢ OJ1T npw npoBeneHUn NPoduNaKTUUECKKX TpaHCcdy-
3UI CBEKE3AMOPOEHHOW MNa3Moi U KpuonpeumnmTa-
TOM U1 6e3 Hux [23]. TakuM 06pa3oM, NpUHsATME NevallM
BPAYOM peLUeHVsi 0 BBENEHUM KOHLIEHTpaTa npotenHa C
OCTaEeTCA 3a rPaHbio A0Ka3aTeSbHOM MEAULIMHBI, HE YMEHb-
LUas Npy 3TOM NOTEHLMANBHOMO TepaneBTMYecKoro ag-
dhekTa 3Toro npenapara.

BblBO[bI

MpuMeHeHWe KoHueHTpaTa npotemHa C y peTent ¢
nprobpeTeHHbIM ero AedmuUMTOM C Lenblo aHTUTPOM-
BoTHUeCKON NPOMNAKTUKN MOXKET BbITb MOTEHUMANBHO
30 PeKTUBHbIM, 0COBEHHO Y TEX MaLMEHTOB, Y KOTOPbIX
Ha MOMEHT BBeLEHMS yxe ecTb Tpombo3. JdhdrekTumB-
HOCTb TaKoM MPOCOUNAKTUKU MOXET 3aBUCETb OT [LO3bl
BBOAMMOrO KOHLieHTpaTa. [1ns onpefneneHns aneksaTHoOM
L03bl U peXMMa BBELEHWS NpenaparTa y neten Tpebyetcs
NPOBEAEHWE NMPOCMNEKTUBHBIX UCCMELOBaHUA.

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbW MOATBEPAUNM OTCYTCTBUME KOH(PIMKTA MHTEpPECcOoB,
0 KOTOPOM HeobxoanMo CO0BLLUTD.
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