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TEPANUA TEMOPPATMYECKOIO CMUHAPOMA, BbI3BAHHOIO AEONLIUTOM
BUTAMMUH K-3ABUCUMbIX ®AKTOPOB CBEPTbIBAHNA KPOBU
(AHANWU3 KNMHUYECKOW NMPAKTUKW)

W.B. Konocosa, I'M. lanctan, E.b. Open, C.A. Bacunbes, B.B. Pbixkko,
E.lO. Bapnamosa, B.M. Topogeuknin

OIBY lemaTonornyeckunin HayuHbIn LeHTp MuH3gpascoupa3sutua PO, Mocksa

Pe3iome. MpeactaBneHHble KNMHWYECKMe HAbMOAEeHUA KoppeKkummn geduuuta BuTaMmmnH K-3aBUCMMbIX
$aKTOpPOB CBEPTbIBaHNUA KPOBU 06YCIOBEHDBI PA3/IMYHBIMU NPUUYMHAMU. B 3aBUCMMOCTI OT 3Tonorum aedu-
uuTa BUTaMUH K-3aBMCKMbIX HaKTOPOB CBEPTbIBAHWS KPOBW, BbIPAXXEHHOCTU reMOPParmiyeckoro CMHapoma,
HeobX04MMOCTI BbICTPOI KOPPEKLMI reMoCTa3a NPYMEHAETCA PasfiMuHan TakTuKa: OTMEHA aHTUKOArysnsaH-
TOB, Ha3HayeHne BUTaMrHa K|, CBEXe3aMOPOXEHHOW M1a3Mbl, PEKOMOMHAHTHOrO akTnBMpoBaHHoro VIl dak-
TOpa CBePTbiBaHWA KPOBM, KOHLEHTPaTa NPOTPOMOMHOBOIO KOMMeKca nnbo nx couetaHue. O6Cykpatotca
JOCTOVHCTBA Y HeLOCTATKMN NCMONIb30BaHHbIX METOAOB JIeYEHUs.

KnioueBble cnoBa: KOHUeHmMpam npompombuHo8020 KomMnsiekca, sumamuH K, pekom6uHaHmHsIl akmu-
suposaHHbil VIl pakmop ceepmoigaHus kposu, sapgapuH, podeHmuyudel, Oehuyum
8UMAMUH K-3a8UCUMbIX (haKMOpPO8 c8epMbIBAHUSA KPOBU

THERAPY FOR THE HEMORRHAGIC SYNDROME CAUSED BY DEFICIENCY OF VITAMIN K-DEPENDENT
COAGULATION FACTORS (ANALYSIS OF CLINICAL CASES)

1.V.Kolosova, G.M.Galstyan, E.B.Orel, S.A.Vasilyev, V.V.Ryzhko, E.YuVarlamova, V.M.Gorodetsky
HEMATOLOGY RESEARCH CENTER, MOSCOW

Summary. Clinical observations of correction of deficiency of vitamin K-dependent coagulation
factors are presented. The therapeutic strategy is determined by the etiology of vitamin K-dependent blood
coagulation factor deficiency, severity of the hemorrhagic syndrome and emergency correction. The methods
of treatment includes discontinuation of anticoagulants, administration of oral or intravenous vitamin K,,
activated recombinant factor VI, prothrombin complex concentrates and transfusion of fresh-frozen plasma.

Key words: prothrombin complex concentrates, vitamin K, activated recombinant factor VII, warfarine,
rodenticides, deficiency of vitamin K-dependent coagulation factors

[IpuoOperennslii gepuuuT BUTaMUH K-3aBHCHMBIX
(hakTOpOB HEPENKO BCTpEUaeTCs B KIMHHYECKOW ITpaK-
TuKe. [IpUuMHBI €ro pa3BUTUS Pa3JIMYHBL: HAPYILICHUS
obMeHa coOCTBeHHO BUTamMuHa K, HapyIIeHus: cHHTE3a
BuTaMuH K-3aBUCUMBIX (PaKTOPOB, HEIOCTATOYHOE TIO-
cTyrieHue ButamMuHa K ¢ nuiiei, nefictBue npemnapa-
TOB, CBA3BIBAKOIIHNX JXCJIIYHBIC KHCIIOTHI, 336OHCB3HI/I}1
JKETYHBIX IyTEH, MPEMATCTBYIONINE a0COPOITHH KUPO-
pacTBOPUMBIX BHUTAMHHOB, 3360HCB3HI/IH KHIIICYHHKA,
COIIPOBOK/IAIOIINECS HApYIICHHEM BCACHIBAaHHS BUTA-
muHa K, BbIpaboTKa MHrHOMTOPOB K (hakTopam CBep-
THIBAaHUS KPOBH, 3a00JI€BaHHSA TEUYEHH, MPH KOTOPHIX
Hapylaercsi CHHTe3 BUTaMiH K-3aBucHUMBIX (pakTopoB,
pa3BUTHE CHHIPOMA TUCCEMHHHPOBAHHOTO BHYTPHCO-
CyaAuCTOro CBEPThIBAHUA KPOBU, IPHUEM OPAJIbHBIX aHTHU-
KOaryJIsTHTOB, B YaCTHOCTH BapdapurHa.

Knunnuecku nedunut Butamun K-3aBucumbix gax-
TOPOB MOJKET IPOTEKaTh JINOO OECCHMITOMHO, OOHa-
PYXKHUBasICh TOJIKO IPHU JTA0OPATOPHOM OOCIICIOBAHUH,
MO0 TIPOSABIATHCS TEMOPPATHIECKUM CHHAPOMOM, BBI-
PaXKEHHOCTh KOTOPOT'O BapbUPYET OT HEOOJBIIUX IKXHU-
MO30B JI0 YTPOXKAIOIINX KU3HH JIOKATHHBIX KPOBOTEYE-
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Huil. I1Io TskecTH reMoOpparud4ecKue MpOsBICHUS IPU
nedunure BuTaMuH K-3aBucUMBIX akTopoB M. Makris
u H. Watson [1] moapasaenstoT Ha Tpu TpyTIIbL:

— (haTanbpHBIE KPOBOTEUEHHSI, IPU KOTOPBIX BO3MO-
JKCH JICTAJIbHBINA UCXOJ OT TEMOPPArnyecKoro moka;

— MacCHBHbIE (BHYTpUYEpEIHbIE, PETPOTIEPUTOHEAIb-
HbIC, UHTPAOKYJISIPHBIC, CIIOHTAHHBIC BHYTPUMBIILICYHBIC)
TeMaToMBbI C Pa3BUTHEM KOMITApTMEHT-CHHIPOMA, TEPaITis
KOTOPBIX TPeOyeT MPOBEJICHUS MHBA3MBHBIX IPOLCIYD,
WIIM aKTHBHBIE KPOBOTEUECHHS JIFOOOW JIOKAIM3alliH, CO-
NPOBOMKAAIOIIMECS THUIIOTEH3UEH (CUCTONMYECKOE JIaBiie-
Hue Hmke 90 MM PT. CT.), OIUTYPHEH W/WITH CHIDKCHHUEM
KOHIICHTpaluu remorioorHa Ha 20 r/i1 u 6onee);

— JIETKHE TeMOpparndeckue OCI0KHECHHUS.

B 3aBHCHMOCTH OT BBIPQKEHHOCTH F'€MOpPParudecKo-
TO CHHJIpOMA M HEOOXOIUMOCTH TIPOBE/ICHUS OTIePaTHB-
HBIX BMEIIATEIICTB KCIOJIB3YOT Pa3JIMYHbIC TaKTHKU
nedeHus [2, 3]: OT BpeMEHHOH OTMEHBI OPIBHBIX aHTH-
KOAryJISHTOB JI0 SKCTPEHHOW KOPPEKIIMU BBISBICHHBIX
HapyIIEHUI OTHUM MM HECKOJIBKUMH M3 UMEIOIIUXCS B
apceHasie Bpaya KOMIIOHEHTOB HJIU MPEnapaToB KPOBU U
JIEKapCTBEHHBIX CPEJICTB.

Jlo HemaBHEro BpEMEHHU B HAIllCH CTpaHe ¢IUHCTBEH-
HBIMH JIEKAPCTBEHHBIMHU CPEJCTBAMH, PUMEHSBITIMUCS
JUIsL KOPPEKIMU STHX HAPYIICHUN U BBI3BAHHOTO UMH Te¢-
MOpPparuveckoro CHHAPOMA DPA3IMYHON CTENeHU TsKe-
cTH, ObLT BUKACOJ U CBeXke3aMopokeHHas mia3ma (C3I1).
B mnacrostimee Bpems BBIOOp TpenaparoB CTajl 3HAYH-
TENLHO TMpe. MIMerTCsi KOHIIGHTPAT MPOTPOMOUHOBOTO
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komruiekca — KIIK (ITporpomruiekc
600, "Baxter"), peKOMOMHAHTHBIN
aktuBrpoBanHbil VII daktop cBep-
TeiBaHus KpoBu — rFVIla (Koarwmm,
"dapmcrangapt”, NovoSeven®,
"Novo Nordisc"). IToBbicmmace oc-
HAIIICHHOCTh KIIMHUKO-IHarHOCTHYEC-
CKHUX Jlaboparopuii, KOTOphIe Tereph
MOTYT ONPENENIATh MEXKIYHAPO-
HOE HOPMAJIM30BAaHHOE OTHOIIICHUE
(MHO) u BbpEBiATH AeDUIMT OT-
JIETTBHBIX  (haKTOPOB CBEPTHIBAHMUS,
KOHTPOJIUPYS. WX KOHIICHTPAIMIO B
TUIa3Me KPOBH B TIPOIIECCE JICUSHHSI.

B remaronoruyeckoM cCTanuo-
Hape, Kak IMPaBWJIO, KOHIIEHTPHUPY-
I0TCS1 OOJIbHBIC C TEMOPPArnYeCKUM
CUHJIPOMOM JIFO00# ATHONOTHH, B
TOM YHCJIC U O0YCIIOBIICHHBIM BO3MOXKHBIM JIC(HUITUTOM
ButamuH K-3aBucumeix akropos. [loctynaror oHm Kak
C IICJIbI0 TUATHOCTHMKH, TaK U Jyis jedeHus. [lomMumo
Takux OONBHBIX, NeunuT BUTaMuH K-3aBHCHMBIX (hak-
TOPOB 110 Pa3IMYHBIM MPUIMHAM HEPEJIKO Pa3BUBACTCS
Yy OHKOTEMATOJIOTHIECKUX OOJBHBIX, YKE HAXOMSAITIUXCS
Ha JICYCHUHU B TEMATOJIOIMUECKOM CTallMOHape.

enp HacToOsIIEH pabOThl — MpPEACTaBUTh COOCTBEH-
HBIA OMBIT NMPUMEHEHHUS Pa3HBIX METOJOB KOPPEKIIUU
neduurta BuTaMuH K-3aBUCHMBIX (DakTOpOB, pa3BUB-
IIETOCS BCJICACTBUE PA3IMUHBIX PUYUKH.

PeBepcus neiictBus Bapdapuna

Knunuueckoe nabnrooenue 1. bonpuoi C., 68 ner, nmocry-
i B [emaronornueckuit Hayunsiid nentp (IC'HLT) 29.01.09 nns
BBINOJHEHHsT HEQPIKTOMHM CIIeBa B CBS3U C BBIIBICHHOH OITy-
XOJBIO JIEBOM MOYKW. B TedeHne MHOTHX JeT cTpajaeT Mepia-
TEJIbHOM apuTMueil, mpuHuMai Bapdaput B 1o3e 5 mr/cyt. Ilpu
00CIIeZIOBAaHUH B KOAryjJiorpaMMe aKTHBHPOBAaHHOE YaCTUYHOE
TpomboractuHoBoe Bpemst (AUTB) 45 ¢, nporpomOun no Ksu-
Ky 39%, TpomOuHOBOE Bpems 16 ¢, pubpunoreH 2,9 r/mn, akTuBs-
HocTh antutpomOuHa II1 99%, MHO 1,83. 3a 5 mueit no ome-
paruu BaphapuH ObUT OTMEHEH, Ha3HAUeH HaJIPOTAPUH KaJIbIIHs
(ppakcunapun) B noze 0,3 mu noakoxuo. Yepes 5 nueii MHO
1,1, nporpom6bun no KBuky 74%, akruBHocTh aHTH-FXa cocra-
Buna 0,6. [Tocnemusisi MHbEKIMS (pakCUITaprHa ObLIa celiaHa
3a 16 4 10 Havyana onepaunu. BeinoaHeHa He()PIKTOMUS CIICBa,
kpoBonoTepsi cocraBmia 600 mi. Yepes 10 u mociie onepauuu
Tepanusi HU3KOMOJIEKYJSIPHBIM T'elIapHHOM Obllla BO30OHOBJIEHA
B TOW ke no3upoBke. IlocneonepannoHHbli epruos MpoTeKa
6e3 ocnoxxkHeHui. Uepes 1 Hen mociie onepanyuyu BO30OHOBICHA
Tepanus BaphapruHOM B IIPEKHEH 7103€, HU3KOMOJICKYIISIPHBIH Te-
MapuH OTMEHEH, OOJILHOI BBIMKMCAH U3 CTAllMOHAPA.

Knunuueckoe nabniodenue 2. bonpuas ®., 70 ner, nocry-
MJIa B OT/ICJICHUE peaHrMalii U “HTeHcHBHOU Teparnuu (OPUT)
T'HIT 20.09.11 B cBsi3u ¢ BBIpaKEHHOW OJIBIIIKON U HPEJIIOIOKHU-
TEIBHBIM AUArHO30M TPOMOOIMOOIIMHU BETBEH JIETOYHBII apTepHH.
B mononoctu Gonena numdorpaHyaeMaro3oM, MPOBOIWIN XHU-
MHOTEPAITHIO, JTy4EeBYIO TEPAIHIO, OblTa JOCTUTHYTA JUTUTEIbHAS
peMHcCHsl, BIIOCIEACTBUM CHATA ¢ ydeTa. B mocnennue rosl B Te-
YeHHE JUIMTEIBHOTO BPEMEHH CTPaIaeT CaXapHbIM JIHa0eTOM, aop-
TaJIbHBIM CTEHO30M, MeplLareibHOi aputmueil. [IpuHuMaeT Bap-
(apun exenHeBHO B f03¢ 3,75 Mr. [Ipu nocTymiieHun y 00IbHOM
OTMeueHa apTepuanbHas runeprensust 10 190/110 mm pt. ct. IIpo-
Be/IEHHOE 00Cie0BaHIe HE MOATBEPANIO AUArHo3 TpoMOoIMO0-
JIMM JITOYHOU apTepyH. BrIsBiIeHa MpaBOCTOPOHHSIST THEBMOHHSI.
T'emopparuueckoro cuHIpoMa He ObUIO, OHAKO oOpallaia Ha ce-
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Puc. 1. boasruashb.

a — reMaroma Ha JICBOM ILJICYC, 60— COHOI'PaMMa MSITKHUX TKaHeH rreda. BujiHa MexxMbIIieuHas

remaroma pazmMepom 5 x 5 x 3 cm.

051 BHUMaHHE TMOBBILIICHHAsT KPOBOTOYMBOCTH M3 MPOKOJIOB KOXKH
mpu B3STHM KpoBU Ha aHanm3. [Ipu obcnemoBanmm: AUTB 74 c,
npotpom6uH 1o Ksuky 13%, MHO 4,78, ¢ubpunoren 3,5 r/n. Ha
JIBOE CYTOK ObLI OTMEHEH Bap(apuH, OAHOKPATHO BHYTPUBEHHO
BBezieHo 10 mr suramuna K| (Konaxuon, "Roche Pharma AG").
Oto npuseno k cHwkennto MHO uepes cyTku a0 2,2, ocie 4ero
BO300HOBIIEH npueM BapdapuHa B 03¢ 2,5 Mr exenHeBHO. Haua-
Tasi aHTHOAKTepHaIbHAas Teparysl TO3BOJIIIIA YCIEIIHO BBUICYHTD
MPaBOCTOPOHHIOO ITHEBMOHHUIO M BBIHCATh OOJIBHYIO U3 CTalLlNO-
Hapa 4yepe3 7 AHEH 1ociie roCIUTaIU3auH.

Knunuueckoe nabnooenue 3. bonsuoi K., 76 aet, ¢ aua-
CHO30M a/ICHOKapIMHOMBI MPOCTATHI, TOJIy4all TOPMOHAIBHYIO
Teparnuio. M3-3a BBISBICHHOW THIIEPKOATYISIIMN B TEUSHHE roja
npuHUMan BapdapuH. B nociennee BpeMs NOSBUINCH OOIH B KO-
CTSIX, CAMOCTOATENILHO Ha4yall IPUHUMATh HECTEPOUIHBIC TIPOTH-
BOBOCTIAJIUTENBHEIE TTpenaparsl, mocie gero 20.04.10 mosiBrimch
MIPU3HAKHU JKEITYIOYHO-KHIIEYHOTO KPOBOTeUeHHS (c1a00CTh, Cy-
XOCTb BO PTY, MeJIeHa, CHI)KEHHE KOHLIEHTPAIIUU FeMOITIO0HHA CO
120 1o 67 1/, TpoMGonuTOB KpoBH ¢ 284 - 10°/1 mo 149 - 10%/m,
aprepuanbHas runoteHsus 10 80/40 MM pT. cT.).

IMpu »30¢aroracTpoayofeHOCKONUHN B IOCTOYIb0apHOM OT-
Jieie JBEHAIaTHIIEPCTHON KHUIIKH Ha 3aHEMEINAIbHON CTeHKe
BBISIBIEHA OCTpast 9pO3Msl, MPUKPHITAs (HUKCUPOBAHHBIM CTYCT-
koM pasmepom 0,5 x 0,3 cM, U3-1101 KOTOPOH B MPOCBET KUIIKH
OOMIILHO MOCTYyIaa KPOBb. [IONBITKH OCTAaHOBKH KPOBOTEUCHHS
aproHOIUIa3MEHHO Koarysiuen ObUTi Oe3yCIeIIHbI.

B koarynorpamme AYTB 42 ¢, MHO 2,72, ¢pubpunoren 2,1 r/i.
Beun npekpaiiien nprem Bapdapuna, BBeaeHo 7,2 mr (100 Mkr/kr)
rFVIla (Koarwn, "®apmcrangapt”) u 10 mr uramuna K. Yepes
15 MuH mocne npoBeJeHHON Tepanuu B Koaryiaorpamme: AYTB
49 ¢, MHO 1,3, ¢pubpunores 1,1 1/m1. TIpr KOHTpOIBHO# 330(aro-
racTpoIyoI€HOCKOITUY, BBIMOMTHEHHOW Yepe3 30 MHUH mocie BBe-
nenus rFVIla, orMeueHO yMeHbIIEHHE NHTEHCUBHOCTH KPOBOTE-
YEHHs1, 9TO TIO3BOJIMIIO TOBTOPHO BBIMOJIHHUTH aprOHOIIIa3MEHHYIO
KOAryJsiLHIo, 3aTeM HPOBECTH JOKAJIBHYIO aNIUIMKauuio Guopu-
HOBOTO KJIESI ¥ TIOJIHOCTBIO OCTAHOBHUTH KpOBOTeUeHHe. J{oroIHu-
TenpHO ObuIo Tepenuto 500 mu C3I1, BBenmeHo uepes 2 4 4,8 mr
rFVIIa. KpoBoTeueHue Oosnbliie He perIMBUpOBao. B KOHTpOIIb-
HOH Koarysorpamme uepe3 8 4 mocine Broporo BeeneHus rFVIla
nporpom6uH 1o Keuky 133%, MHO 0,82, AUTB 27 ¢, koHIEHTpa-
ust puOprHOTeHa B masme 2,4 r/i1. Yepes 6 4 1ociie 0CTaHOBKH
KPOBOTEUEHHS HayaTa Teparusi HaJpoIapuHOM KajbLus ((ppax-
CHITApHHOM) TIOJ KOHTpOJIeM akTUBHOCTH aHTH-FXa. Yepes 3 cyr
0O0JILHOI OBUT BBINKCAH U3 CTAIMOHAPA.

Knunuuecroe nabmooenue 4. bonwvHa s b., 75 net, noctymnu-
sa B OPUT I'HIJ 29.06.11 B cBsi3u ¢ TpaBMaMH JIEBOH MOTOBUHbI
IPYIHON KJIETKH U JIEBOTO IUI€Ya, OJTY4YEHHBIMHU IIPH MAJCHUH C
BBICOTBI COOCTBEHHOTO POCTa BO BPEMSI TyPUCTHUECKOH MOE3IKN
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Puc. 2. TpomboamactorpamMmel 60mbHOM b.

@ — NpHU NOCTYIUICHUH: THIOKOAryinsnus Ha (OHEe IpueMa Bap-
(dapuna; 6 — uepes 30 mun nocine BBeaeHus [Iporpommnexca 600
(mpoba ¢ HUTpaTHOH miaa3Moii): HopManau3alus IoKa3aTelei; 6 —
yepe3 30 muH mocne BBeAeHus [Iporpommiekca 600 (mpoba c re-
napuHa3oif): AajnbHeilllee YKOPOUEHHE BPEMEH M MaKCHMalbHOM
aMIUTUTYIBl 32 CUET HEHTpalu3alluy renapuHa, COACPIKaIIerocs B
IIporpommiexce 600.

Ha Teruioxone. JJIuTenbHOEe BpeMsl CTpaJaeT MapoKCH3MalbHOM
(dhopmoit MepriaTeIbHON apPUTMHH, B CBSI3H C YeM ITOCTOSIHHO TIPH-
HHUMAeT eXXeHeBHO BapdapuH B 103e 2 MI, MeTonpoiaoa — 50 Mr,
amuozapod — 200 mr. IIpu oGcnenoBannu y 60IbHON BBISBICHA
HarpspKeHHas! OBICTPO YBEIMUYHMBAIOMIASACS B pa3Mepax reMaroma
JICBOTO IJIe4a, O0JIe3HeHHAs MpH nanbnanuu (puc. 1, a)

B KIMHHYECKOM aHann3e KpoBH: reMoriodun 102 1/, sputpo-
wthl 3,09 - 10'2/m, TpomGoruTe 198 - 10%/71, mefikomutst 6,1 - 10°/1.
Buoxumuueckuii aHanu3 KpoBu — B Tpesienax HOpMBL. B koary-
norpamme: AUTB 76 ¢, nporpombun no Keuky 26 %, MHO 2,6,
¢ubpunores 1,9 r/i; gaxrop cepreBanus kposu 11 (FII) 24%, FV
100%, FVII 47%, FX 18%. ITo naHHBIM TpoMOO3/1aCTOIrPaMMBbl —
TOI' (TEG 5000, "Haemoscope Corporation”, CILIA) — BbIpakeH-
Hasl TUrokoaryssinust (puc. 2, ). I[pu koMIbroTepHO# ToMOrpaduu
BbIsBJIEHB! neperioMsl [V—VII pebep ciieBa Ha rpaHuLe NepeaHux
W 33JHUX OTPE3KOB, OIPAaHUUYCHHBIN ITHEBMOTOPAKC M T€MOTOPAKC
crieBa, 00beM kotoporo cocrasmit 300 mit (puc. 3). [Ipu ynbrpasBy-
KOBOM HCCJICZIOBAaHUM MSATKHX TKaHEH JICBOTO Iujieda OOHapy:KeHa
MEKMBIIIEYHast reMaToMa pasmepom 5 X 5 x 3 cMm (puc. 1, 6).

XHUpypromM peKOMEHI0BAHO BBITIOTHUTE BCKPHITHE U JPEHUPO-
BaHHE TEMaTOMBI TJIeda. Y YUThIBasi TPaBMy IPYIHON KJIETKH, Te-
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Puc. 3. KomnbioTepHas TOMOrpaMmMa OpraHoB TPyAHOM KIETKU
60nbHOI b.

B neBoii meBpanpHOii mogoctu umeercst okoso 200 M1 cBoOoaHOM
KUIKOCTH (TeMOTOpaKc). B BepXHHX oT/enax, Mo X0y MexI0IeBoi
IIEIIM CJICBA UMEETCS BO3/LYIIHAS II0IOCTh BEJIMYUHOMU 22,9 MM C He-

OOJIBIINM TOPU3OHTAIBHBIM YPOBHEM JKHAKOCTH BBICOKO} IIOTHOCTH.

MOTOPAKC, HAIPSDKEHHYIO MEKMBIILICYHYIO TeMaToMy ILieda, Iiia-
HUpyeMoOe OllepaTuBHOE BMemarenbcTBo, BBenu 1200 ME KIIK
(ITporpomniexc 600, "Baxter") u 10 mr Buramuna K, (Konaknon,
"Roche Pharma AG") BHyTpuBeHHO. B Koarymorpamme, B3sTOU
yepe3 30 MHH [ocIIe BBEJCHUS Tpernapara, npoTpoMOuH o Ksuky
69%, MHO 1,25, FII 48%, FV 96%, FVII 82%, FX 50%. Ha TOI'
1ocJie BBEAEHUS Ipenapara B Ipode ¢ LUTPaTHOH I11a3Moi 3ape-
THCTPUpPOBaHa HOpMOKoaryisiius (puc. 2, 6). B npobe ¢ renapu-
Ha30H, HeMTpanu3yrolel renapyut, KoTopblil conepxkutcs B [Ipo-
Tpomriutekce 600, oTMeueHo ere OoJiee BEIPaKeHHOE YKOPOUCHUE
BpPEMEH U yBEJIMYCHUEC MAKCUMAJIbHON aMILTUTY/IbI (PHC. 2, 8).

ITocne BBenenns KIIK BckpbiTa 1 IpeHUPOBaHA MEXKMBbIILIEY-
Has reMaroMa Iuleda, OlepaTHBHOE BMEMIATEILCTBO MPOTEKAIO
0e3 oclokHEeHU. B nanpHelieM npogoinkeHa Teparnus BUTaMHU-
nHom K, B 03¢ 10 mr/cyr BHyrpuBeHHo. Co BTOpBIX CyTOK Ha-
3HAY€H HU3KOMOJICKYJISIPHBII TenapuH (JaJbTenapuH HaTpui,
®parmun) 5000 ME/cyT MOIKOXHO O] KOHTPOJIEM aKTHBHO-
ctu anTu-FXa B ruiasme kpoBu. [locne 3axuBieHus pansl uepes
1 Hex marmeHTKa ObLIa BBIKMCAHA U3 CTA[OHAPa C PEKOMEH/1a-
el TPOJOIDKUTE preM BapdapuHa.

Hepuuut u koppexkuust Buramun K-3apucumpIix
(haxkTOpPOB NpPM OTPaBJIEHUN POACHTHIUAAMU

Knunuueckoe nabniooenue 5. bonsuoiun Y., 32 ner, no
npodeccun 6ankup. Jlo HacTosIEro 3a00IeBaHus cunuTal ceOst
3n10poBeIM. 21.11.01, cmycTss HECKOJIBKO JHEH mocie yXHUHaA ¢
KOHKYpPEHTaMH 110 OU3HECY, y HEero MOsIBUJIMCh MHOXXECTBEHHbBIE
CIIOHTAHHBIE TEMaTOMBI Ha HIDKHUX KOHEUHOCTSIX W HIDKHEH 110-
JIOBUHE TYJOBHIIA, MaKpOTreMaTypusi, 3aTPYJHCHUE MOYCHUCITY-
CKaHMA M3-32 MHOXKECTBA CI'yCTKOB KPOBH, HOCOBBIE KPOBOTEYE-
HUSI, KPOBOTOUHMBOCTH JIECEH, YTO CBHUAETEIHCTBOBAJIO O TEMOp-
parudyeckoM cuaapome. 27.11.01 6bu1 roCIUTATU3UPOBAH B OAHY
u3 ropoackux kinuHudecknx 0oibpHUL (I'KB) Mockssl. 28.11.01
pa3BWIIACh TAMIIOHAa MOYEBOTO My3BIPsl, OCTPas 3aJepPKKa MO-
yu. [IpoBOAMIM IHMCTOCKOIUIO, TIPOMBIBAHHE MOYEBOTO IY3bI-
pst. Ilpu obcnenoBanuu: reMorioOuH 96 r/m, SpuTpouuTs 3,9 -
10'%/n1, petuxymorutst 45%o, TpomMGoITE 250 - 10°%/11, MEHKOITH-
ToI 6,4 - 10°/1. BHOXUMUYECKHUH aHATN3 KPOBH B TpEEiIax HOp-
Mbl. B koarynorpamme: AUTB 58 ¢, nporpom6un no Keuky He
omnpexesuics, Gudpunoren 3,5 r/mn, anturpom6ous 111 90%. dan-
HBIX, CBUJICTEIILCTBYIOLINX O HAJTMYUK 3200JICBaHMS [ICYCHH, T10-
YeK, aMHJIOH]1032, Ay TOMMMYHHOTO 3200JIeBaHusl, reMo0IacTo3a,
HE BBISBICHO. 3arof03peHO OTpaBieHHe poaeHTurmaamu. Ha-
4aro JiedyeHue nepenuBanueM Oonbiux 103 C3I1 (1500 mu/cyT)
un 1% pactBopa Bukacona (10 mi/cyr). IIpoBogumast Teparus
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Puc.4. bonsuoi K.

a — reMaroma I1ocjie IyHKIuuu Hepn(bepnqecmﬁ BCHEI; 0 — CIOHTaHHAs TeMaToMa Ha 6eL[pe.

KynUpoBaJla TeMOPPAarHueCcKuii CUHIPOM, CBEKHUX TeMopparuit
He Obu10, IpoTpoMOuH 1o Keuky yBemuuuics 1o 29%. OnHaxo
rociie nepenauBanus B oomien cnoxuoctu 13 1 C3I1 B TeueHue
9 nmHel y OOJNBHOTO TOSBHIIUCH MTPU3HAKA OOBEMHON Meperpys-
KH, pETUCTPUPOBAIIMCH aJUIEPTHUECKUE PEAKIIMU Ha TPAHCPY3HH.
Jmst manpretimero nedenus 26.12.01 nepesenen 8 OPUT I'HLI.

ITpu nmocrymnennun B OPUT T'HIL AUTB 44 ¢, ¢pubpunoreH
4,2 r/n, anturpomOun III 100%, nporpombun no Ksuky 21%, FII
15%, FVII 20%, FV 90%, FIX 27%, FX 18%. Nurubutopos k ¢ak-
TOpaM CBEpTHIBaHUsSI HE BBISBIICHO. M3-3a 00BEMHOII TIeperpy3ku 1
TSDKEJIBIX aJUIEPrUYEeCKUX peakiuii npekpaiiens! Tpancgysun C3I1,
YTO MPUBEINIO K PEILMANBY TeMOopparnieckoro cuuapoma. Teparms
BHKaconoM (1% pactsop, 10 mi/cyT) Obu1a HeadhekTBHA. B cBsI3N
C 3THM TPWK/IbI HA BBICOTE FEMOPPAruueckoro CHHIpoMa OOIEHOMY
ObUI BBEJICH IPENapar aHTUMHIMOMTOPHOIO KOATYJIAHTHOIO KOM-
iekca (DEVBA, "Baxter"), conepxaruii (pakTropbl CBEpThIBAHHS
II, IX X, a raxxe akruBupoBanubiii FVII, mo 1000 ME uepes kax-
neie 6 9, uto mpuBeno K ykopoueHnto AUTB 1o 36 ¢, yBenmuueHnto
nporpombuHa o Ksuky 1o 68%, FII no 62%, FIX no 45%, FX no
54%. T'emopparuueckuii CHHAPOM ObLI KyIHPOBAH.

BmecTo BUKacosa Ha4alu BBOAUTh BHYTPUBEHHO BUTaMuH K|
(Kanasur, "Slovakofarma") B 1o3e 10—20 mr/cyT, 4TO B Te4eHHE
2—3 nHel MpHBeso K HOpMaJIM3allK COJIEPKAHUS TPOTPOMONHA
o Ksuky. Bemmcan crrycts 20 nHel B yIOBIETBOPUTEIIEHOM CO-
CTOSHUM C PEKOMEHJIALMEN JanbHelero npuema sutamMmuna K|
BHYTpb. Uepes 2 Mec npenapar oTMeHeH, npoTpoMOuH o Kuky
ObUT CTAOMIIHO HOPMAJIbHBIM.

Knunuueckoe nabniooenue 6. boawsuoit K., 61 rom, moma-
KOBHUK HaJIOTOBOH monuituu, 01 niepeBened 01.04.11 8 OPUT
T'HL{ u3 I'Kb MockBbI B CBSI3U C TSDKEJIOW KoaryjornaTHel u re-
MOpparMyecKuM CHHAPOMOM. 3 aHamHe3a BBISICHEHO, YTO 3a
2 Hell JI0 TOCHHUTAIU3AIMU TMAUCHT YKUHAI
CO 3HAKOMBIMH, ITOCJI€ Y€ro MOSBHINCH OO B
JKMBOTE M CHHSIKH Ha Koxke. [Ipu mocTymieHnn

(cM. Tadaumy), KoHUeHTpays GudpuHorena 3,2 /71, aKTUBHOCTb
anturpombuna III 75%. OctanbHble NoKa3aTenu ObLIM B IIpesie-
nax HopMBl. [Ipn oOcienoBanny y OONBHOTO HE BBISBIECHBI 3200-
JIeBaHUsI TIEUCHH, TOYEK, aMUJIONJI03, OITyXOJIeBbIE 3a00JIEeBaHUS
CHCTEMBI KPOBH. 3all0I03PEHO OTPABICHUE POJCHTULIUAAMH, CBS-
3aHHOE CO CITY’KEOHOH JesTebHOCTBIO. YUUTBIBAsI 3HAYUTEIILHOS
CHIDKEHHE aKTMBHOCTH (DaKTOPOB CBEPTHIBAHMS KPOBH, FeMoppa-
ruueckuil cunapom, 6omsHomy Beenu KIIK (ITporpommuiexe 600,
"Baxter") B moze 3000 ME, nauara repanns uramunom K, (Kona-
kuoH, "Roche Pharma AG") B nepBbie cyTku 20 MI BHYTPHBEHHO,
3areM 10 Mr exxeziHeBHO. I eMOpparin4eckuii CHHIPOM ITOITHOCTEIO
KynupoBaH 1 Oorblie He perpamBuposalt. [Tocne Beenenns KIIK y
nanueHTta yepes 15 muH ormeueHo cHrkeHrne MHO no 6e3onacHo-
TO yPOBHSI, HOBBIIICHNE AKTUBHOCTH (JaKTOPOB CBEPTHIBAHUS KPOBH
(cm. Tabmuy). YuuteiBas OsicTpoe ymenbienne MHO, mist mipo-
(DUITAKTHKK TPOMOOTHUYECKUX OCJIOKHEHHUI Hayalld TeParvio HU3-
KOMOJIEKYIISIpHBIM renaputoM (¢pakcunapun 0,3 mi/cyt). B Teue-
HHE HEJIeNH NPOJI0JDKAIACh Teparis BUTaMHHOM K BHYTPHBEHHO
o 10 mr, a 3aTeM — mepopaabHO B TOU ke J103e. bl BhIMMCaH
u3 I'HII uepe3 mecsu, npunnman aoma sutamul K, (Konakuon,
"Roche Pharma AG") B 103e 10 mr/cyT BHyTpb. Uepe3 2 mec npu
KoHTposbHOM obOcnenoBannn MHO 1,2, nmporpom6uH o Keuky
70%, reMOpparM4ecKoro CHHAPOMa HET, BUTaMMH K, oTmenen.
CocrostHrEe O0JIBHOTO 0CTaBANIOCH YIOBJIECTBOPUTEIBHBIM.

Jepunnt u koppekuus Buramud K-3aBucumpix
(axkTOpPOB NpPH INTEJIHHOM MAPEHTEPATHLHOM
IMATAHUU

Knunuueckoe mnabnwooenue 7. Boanwsuoit I, 72 rona,
cTpaman cuHapoMom Jlepuina, MO MOBOAY KOTOPOTO BBIMONHE-

Ha omepanusi a0pToOeIPEHHOr0 NIYHTHPOBAHUS, OCIOKHUBILA-
sics pa3sBUTHEM CHHJpPOMa IOJMOPraHHOW HEJI0CTaTOYHOCTH.

Moxa3arenn koaryaorpammsl 60ibHoro K. 1o u nocie Beenenus [porpommiexca 600

B 103e 3000 ME

Yy nanvueHTa UMEJIMCh MHOXKXECTBCHHBIC I€MaTo-

MBI Ha KOHEUHOCTSX | TyJoBuie (puc. 4, a, 0), Bpews

| FIL % | FVIL, % | FIX, % | FX, % |ATIIL, %| AYTB, ¢ | IIB, ¢ | MHO

[Ipu nocryme-
HHUU

OJHOKpaTHO Obl1a MeneHa. IIpu snpockonuye-
CKOM HCCJIEJOBAHUSIN BBISBICHBI KPOBOH3IIHS-
HUS B CJIM3UCTYIO NMUILEBO/A, HA CIIM3UCTOM XKe-
JyJKa eIUHUYHAs OCTpasi dpOo3usi JAUAMETPOM
1o 0,2 cM, IPUKPBITasi TEMaTHHOM.

IIpu oOcnenoBanuu: remorniodun 105 r/m,
spurpouuts! 3,36 - 10'%/1, TpomborwmThl 283 -

Tlocne BBeneHust
KIIK:

ygepe3 15 mun

yepe3 60 MuH

10%/n, netikomter 4,6 - 10°m. B koarymorpam-  uepes 4 u
Mme: ymwmnenne AUTB nmo 82 ¢, yBennuenue qepes 12 4
MHO 1o 5,3, CHIWKCHHE aKTUBHOCTH BHTAMHH
K-saBucnmbix paxtopos — FII, FVII, FIX, FX _epe3 361

10,7 9 53 154 702 818 62,6 53
483 56,7 264 558 703 755 158 13
48,3 53 243 581 703 733 151 124
49 455 187 585 70,6 498 151 1724
483 395 223 535 71,9 452 165 1,36
38 221 13,5 381 561 47,7 235 195
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B xnmHuueckoil kaprtuHe mpeoOnajany TNPOSBICHHUS OCTPOM
neixareiabHol Hepocratounoctu (OJJH) BenencTBue mHEBMO-
HUH, ocTpoil moueunoil Hegocrarounoctu (OITH), mankpearu-
Ta. [IpoBoAMIN Tepanuio aHTUOMOTHKAMH IIHPOKOTO CIIEKTpa
JIEHCTBUS C YYETOM PE3yJbTAaTOB OIPECIICHUS UyBCTBUTEIIb-
HOCTH BBICESTHHOH MHKPOQIIOPBI, HCKYCCTBEHHYI) BEHTHIISILIUIO
nerkux (MBJI). BemmonHeHa 6e3 OClOXXKHEHUU TUIaTalliOHHAS
Tpaxeoctomus o meroxy ['pur3. [IpoBonunm ceaHCsl reMOau-
anu3a/reMopuIbTpaluy. boabHOM MOTydan MOJHOE MapeHTe-
panbHOe nutanue. Yepes 1 mMec jieueHUs cOCTOSSHUE OOJIBHOTO
yinyqmuiaock: paspemunack OITH, BoccTaHoBUINCH Iuype3 u
A30TOBbIIENUTENbHAS (QYHKIMS IOUYEK, HOPMAIM30BaNIach TEM-
neparypa teuna, perpeccupoBasnia OJH. Oxgnaxo Ha 32-if 1eHb
JIEYSHHUs MTOSBMUIIACH TeMaToMa B OOJNAaCTH YCTaHOBICHHOH pa-
Hee TPaxeoCTOMbI, KOTOpas MOCTENEHHO yBeIuuuBaiach. [1o-
TpebOBaIOCh XUPYPrUYeCKOe BMELIATEIbCTBO, PEBU3US Tpaxe-
OCTOMHYECKOM PaHbl, BCKPBITUE U 3BaKyallUsl MEXKMBbIIIEYHON
U TOIKOXHOW remaromsel. [Ipu oOcienoBaHuu OOJBHOTO BbI-
sieHo: AUTB 60 ¢, MHO 6, FIX 5%, ¢ubpusnoren 2,6 r/i,
tpombonuTel 340 - 10°/1. YcTaHOBIEHO, YTO B TEUYEHHE BCETO
Mecsa 00JIbHOMY, KOTOPBIH MOTyyall MOJTHOE MapeHTepaIbHOE
[IUTaHUE U MACCUBHYIO aHTHOAKTEpUAIbHYIO TepaIuio, He Ipo-
BOJIMJIM 3aMeCTUTeNbHYI0 Tepanuto BuraMmuaoM K. K neuenuro
6bu1 no6asen BuramMun K| (Konakuon, "Roche Pharma AG")
B 1-e cytku 20 mr, 3aTteM — 10 Mr/cyT. B TedeHHe mepBBIX ke
CYTOK IIPEKPAaTHIOCh KPOBOTEUEHHUE B 0OIACTH TPAXeOCTOMHYE-
ckoro orBepctus, yepe3 3 cyr MHO 1,6. Uepes Henento Oblna
npekpamiena UBJI, crycTs emie HeKoTopoe BpeMst 60JIbHOM ObLT
NepeBe/IeH U3 PeaHUMAllMOHHOTO OT/IEICHMUS.

Jednuut n koppexknusa BuTaMud K-3aBucuMbIxX
¢akTopoB npu cencuce

Knunuueckoe nabniooenue 8. bonwsuas K., 72 rona, nabmro-
nanachk B ['HIL] B cBsi3u ¢ MUETOANCIIIIACTHYECKUM CHHAPOMOM,
JUTMTENIHOE BpeMsl y Hee Obuta MoyeBasi nH(pekus. B ¢espaine
2010 r. B paMKax JieueHUs] OCHOBHOTO 3a00JI€BaHHS BEHITIOTHEHA
cruiendkromus. B mae 2011 1. rocnutanusuposana B ['HII B cBs-
3M C pa3BUTHEM IeMOJIN3a, AJIs1 KyIIHPOBAaHHS KOTOPOTO MOJyvajia
npexHn300H B 103e 30 mr/cyT. [Ipu rocnuranu3anyuy Hapylie-
Huil remocrasza He Obuto (AUTB 30 ¢, nmporpom6un no Keuky
72%, Gubpunoren 3,6 r/im). Uepe3 5 aueil nocie rocnuranuza-
UM ¥ TEPAITHH IPEJHA30I0HOM Y OOJIBHON pa3BHIACH KIIMHUYE-
CKasl KapTHHA CEIICHCA, OCIOKHUBIIASACS CENTHYESCKUM IIOKOM:
norpscaomuil 03000, runeprepmus 40°C, onpimka 40/MuH, Ta-
xukapausi 160/MuH, aprepuaibHas rumnoreHsus 70/40 MM pr. CT.
B xpoBu — snefikormto3 40 x 10°/71 co CABUIOM BIIEBO 10 METAMH-
€JIOLIUTOB, TPOKAJIBIIUTOHUH CHIBOPOTKH 87 HI/Mi1, C-peaKkTHBHBIH
6enok 209 mr/n, nakratr-anuao3 10 mmone/i. B moceBe kpoBu
u Mouu nonydeH poct Klebsiella pneumonia. bonbHast cpo4HO
nepeseaeHa B OPUT I'HII. BeinonHeHa KOMIBIOTEpHAsl TOMO-
rpadwus, IpU KOTOPOH BBISBIEHO HalIWuue abCIeccoB B 00enX
Movkax. Bpulo 3aruiaHMpOBaHO OINEpPaTHBHOE BMELIATEIHCTBO.
[Tpu oOcnenoBannm 0OHApYKeHa BbIpAKEHHAsI THITOKOAT YIS
AUTB 160 c, nporpomoun o Keuky 10%, ¢pubpunoren 2,3 r/m,
antutpomOun III 32%. ITocne Tpancoysun 1000 mun C3II mo-
KaszaTeny YJIy4lIMJINCh, OJHAKO THIIOKOATYIALUS COXpaHsIach
(AYTB 49 c, nporpombun no Ksuky 31%, MHO 2,2, FII 34%,
FVII 45%, FIX 60%; FX 54%). C nenbio MOATOTOBKH K OIlepa-
uun BHyTpHrBeHHO BBeeHo 1200 ME KIIK (ITporpomrutexc 600,
"Baxter"). Uepes 30 mun nocne BBenenns AUTB 46 ¢, mporpom-
6un o Ksuxy 55%, FII 67%, FVII 105%, FIX 133%, FX 111%,
MHO 1,4. TTaniueHTKe BBIMOIHEHBI JIAIAPOTOMUS, PEBU3HS U Ca-
Hanus OPIOIIHOMN ITOJIOCTH, BCKPBITHE KapOyHKYJIa JIEBOH TTOUYKH,
JICKAICyNsAus 00erX MO4eK, OMOICHS JICBOH MOYKH, TPAHCOPIO-
LIIMHHOE JPEHHpOBaHNE 3a0pIOMIMHHOIO MPOCTpaHCcTBA B o0Ia-
CTH 00€uX IoYeK, OMOICHUS TEeYeHH, JIPEHHPOBAHUE OPIOIIHOM
nonocTH. JnurensHocTs onepanuu 4 1 40 MuUH, HHTpaonepary-
onHas kposonotepst 200 mi1. be3 npu3HakoB KpoBoTeUEHHs O0JTb-
Hast ObliTa IepeBeieHa B TajaTy peaHHMaluH.
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Jdedunur u koppexkuus Butamua K-3apucumsbix
(paxkTOPOB NPHU OCTPOH MACCHBHOM KPOBOIIOTEpe

Knunuueckoe nabnwooenue 9. bonvuas V., 71 roa, nocry-
rmuiia B 'HII B cBsi3u ¢ abcuieccom nevenu. [Ipu oOcnenoBanum:
remorio6un 104 /i, spurporutst 3,9 - 10'2/11, Tpom6GonuTh! 443 -
10%/n, nefixoruter 8,3 - 10°/1, AUTB 36 ¢, nporpomous mo Keuky
100%, MHO 1,0, pubpunoren 2,2 r/n. bonsHoii 22.04.11 cnena-
HO HECKOJIBKO MOMBITOK YPECKOKHOW UpecredeHOUHON ITyHKIIUH
W JIpeHUpOBaHUs adciiecca, MPH OJHOM U3 KOTOPBIX MyHKIHOH-
Hasl UIJIa MpOoIIIa Yepe3 MpaBblil IIeBpaibHbIi cuHyc. [Ipoueny-
pa OCIIOKHUIACH TEMOTOPAKCOM CIIPaBa, FTeMOIIEPUTOHEYMOM, Te-
Mopparndeckum 1mokoM (AJ] 60/30 mm pt. ct., UHCC 140 B 1 MuH,
remMorsioOMH 53 1/1). Bbula SKCTPEHHO BBHINOJIHEHA MPaBOCTO-
POHHSISL TOPAKOTOMUSI, (PPEHOTOMHS, JIAITAPOTOMHSI, OCTAHOBKA
KpPOBOTEUEHHS M3 TICYCHHU, XUpyprudeckuii remocras. Cymmap-
Has KpoBomnoTeps 5 J. B paHHeM mnocieonepaimoHHOM HEpPHOIE
OTMEUEHO TOCTYIUICHHE 110 JPEHa)KaM, YCTAHOBJICHHBIM B IIICB-
payibHO# 1 OproIIHON MonocTH, KpoBu a0 1 1 3a 3 4. [Ipu obcne-
JoBaHuH: TpomOoimToneHus 63 - 10%/11, arperanust TpOMOOLIMTOB
¢ agenosunaudocdarom (AAD) 33%, AUTB 43 ¢, nporpomMOHH
no Ksuky 46%, MHO 1,6, ¢pubpunoren 1,8 r/n, anturpomo6un 111
58%. bonpHOI1 IepenuTo § eJ1. KOHLEHTpaTa TPOMOOLITOB, BBE/IE-
o 1200 ME IIporpommrekc 600 ("Baxter"). Konnenrpanus Tpom-
60IUTOB KPOBH MOBBICHIACH 10 93 - 10°/1, MHO cocrasuiio 1,3,
nporpom6uH 1o Ksuky — 62%. KpoBoTreyenne ocTaHOBUIIOCH U
Gonbine He BO30OHOBISIOCH. CriycTsi 1 Mec B yJAOBICTBOPHUTEITh-
HOM COCTOSIHUH BBIITUCAHA U3 CTAIIMOHApPA.

Jdeduuut u koppeKuus NPpuoOOPeTEeHHOT0
pepunura pakropa X

Knunuueckoe nabmooenue 10. bonpuo# 3., 52 roga, 3a60-
nen B asrycre 2011 r, Korja MOSBHIMCH T€MaTOMBbl B 0071aCTH
HpenIieduii ¥ TojieHed, OTMeYaaoch IOBBIICHHE TEMIIEpaTy-
pol 1o 38°C, motepst Macchl Tena. [ocnuraniu3upoBaH Mo MECTy
JKHUTeNnbCcTBA. [Ipu o0cienoBaHuK B MoYe OBbUT BBISBICH OEIIOK
Bbenc-/Ixxonca. C mpenBapUTEIbHBIM JHArHO30M MHOXKECTBEH-
Holl muenoms! 12.10.11 nocrynun B I'HLI. Bbuto noarsep:xaeHo
Hanunuue Oenka benc-Jlxonca B moue (0,58 r/cyr). [To naHHBIM
MMMYHOXHMHYECKOTO aHaJIN3a B CHIBOPOTKE KPOBU COZEpPIKaHHE
uMMyHoroOyauHoB (Ig) knacca G cocraBuiio 99 ME/n (Hopma
95—235 ME/n), IgA— 94 ME/n (Hopma 55—259 ME/n), [gM —
34 ME/n (mHopma 60—405 ME/n), koHueHTpanus A-CBOOOTHBIX
nerkux uenei (CJILL) 43,5 mr/n (Hopma 5,7—26,3 mr/i), k-CJIL]
8,97 mr/n (Hopma 3,3—19,4 mr/xn). Criyctst 2 CYT B CBSI3H C BbI-
Pa’KeHHBIM YCHIICHHEM IeéMOpParuieckoro CHHIpoMa (reMaToMbl
roJsieHei, Oenep, TyaoBuia) 6onpHOM nepesener B OPUT I'HILI.

B inMHMYECKOM aHanu3e KpoBu: remoriodoun 112 1/, spu-
tpouuThl 4,1 - 10'?/11, TpombottuTEr 396 - 10°/71, "efikonuTsr 10 -
10%/n. TIpuurHOI reMOPParnaeckoro CHHAPOMa SIBIJICS IC(UITUT
FX: AUTB 56 ¢, nporpomoun nmo Ksuky 19%, MHO 2,7, Tpom-
o6unoBoe Bpems 18 ¢, ¢ubpuHOreH 2,9 r/n, aKTUBHOCTh aHTH-
tpombOuHa III 78%, axruBHOCTh (haxTopa BuuieOpanna 180%,
arperaius TpombouuToB ¢ AJID 55%, FII 64%, FV 109%, FVII
107%; FX 11%. bbu1 3anono3peH aMmiion103 Kak Npu4rHa Je-
¢ummra FX. Jlng Bepudukannu aMmuion03a OblIH BBIITOJHEHBI
TPEeNaHOOHOIICHST KOCTHOTO MO3ra; OMOIICHH KOXH, TTOIKOKHOM
JKUPOBOH KJIETYATKH, CIIM3UCTON MPsIMO# KUIIKK. B Tpenanoouo-
ITaTe [IPU OKPACKE KOHIO KPAaCHBIM B CTEHKAX apTepuil oOHapy-
JKeHBI OTJIOKEHHUSI aMUJIONIA, B OCTAIBHBIX OMONTATaX aMUJIOU]T
He BbLABJICH. llepen BbImoaHEeHHEM OMONCHH AL 0OecmedeHus
remocrasza 6onbHOMy BBeneHO 2400 ME KIIK (IIporpomruiekc
600, "Baxter").

IIpu xoHTpONBHOM 00OCienoBaHMK Yepe3 30 MHUH mociie BBe-
nenns KIIK oxxmpaemoro npupocta conepxanust FX He BbIsiB-
neno: AUTB 47 ¢, nporpom6bun no Ksuky 43%, MHO 1,7, FII
88%, FVII 137%, FX 20%. YuuTbiBas OTCyTCTBHE NPHPOCTa
FX, npeanonoxunu Hajau4yue B 1Ia3Me y OOJIBHOTO HUPKYIHPY-
foutero uaruburopa k FX. C menpo ero Bepudukanmy miazma



[ematon. v TpaHcdyauon., 2012, 1. 57, Ne 2

GospHOTO OBLTA passeneHa pactBopoM 0,9% NaCl B cooTHomIe-
Huu 1:1, 9T0 MpuBeNo K yBenudeHuto coaepkanus FX B muazme
10 66,8%. JIMIIOIUOHHBIN TECT CBUICTEILCTBOBAI O HATUYHUU
MHTUOUTOPA, TIOCKOJBKY TPU UCTHHHOM Jeduuurte (akTopa pas-
BEJICHHE HE MEHSET er0 OTHOCHTEIBHONW aKTUBHOCTHU B IUIa3Me, a
IpU MOJABJICHUU AKTUBHOCTH (haKTOpa MHTHOMTOPOM pasBesie-
HHUE COIIPOBOXKIAETCSI OTHOCUTEIbHBIM MTOBBIIIIEHUEM aKTHBHOCTH
(baxTopa BCIIENCTBUE YMEHBIICHHS TUTPa MHTHONTOpa [4].

Jis Toro 4toObl BBISSCHUTH, OOYCIIOBIIEHAa JIM BbIPaOOTKA
MHrUOUTOpa HAJIMYMEeM IMaTojorndeckoro oenka benc-JlxoHca,
OBUTO TIPOBEJICHO (PPAKIIMOHUPOBAHUE OCITKOB CHIBOPOTKH 0OJTh-
HOTO CyNb(haToM aMMOHUS NpU HackleHnu 33%. B monmyueHHoM
ocazke comepxkanack ¢pakuus IgG B konmmuecTe 29 /i1, Oenka
Benc-/IxoHca He ObL10, KoHIeHTpanus K-CJIL] cocraBuina meHee
5,4 mr/n, a A-CJIL|— menee 4,7 mr/n. JlobaBiieHne ocanka K CTaH-
JapTHOM dYenoBeueckoii miazme (peaktuB Dade Behring, ['epma-
HUsT) ¢ aktuBHOCThIO FX 108% mpuBeno K CHIKEHHIO aKTHB-
Hoctu FX 1o 68,8%. B HamocanouHo KHUAKOCTH cofepKaiach
¢bpakuus MukportoOynuHoB (koHneHtpanus k-CJIL 10,9 mr/m,
A-CJIIT 152 wmr/n). JobGaBieHue 3TOW (Qpakiuu K CTaHIAPTHOM
yenoBeueckoil mnasme (peaktuB Dade Behring, ['epmanus) ¢ ax-
tuBHOCTBIO FX 108% He m3menmno akruBHOCTH FX (105,6%).
TakuMm 0Opa3oM, ObLUIO MMOKa3aHO, 4TO HHrHOUTOp K FX oTHOCHT-
cs k kinacey 1gG. B nanpHeiieM 001bHOMY IPOBOAWIIN JIEUEHHUE
mia3Madepe3aMu, KypcaMd XUMHOTEpanuu o cXeme JieKcaMe-
Ta30H, 1ukiodocdan, Benkein. [eMopparnueckuii CHHIPOM HE
B0300HOBIsUICS. HabntoneHue 3a 60IbHBIM IPOIOKAETCSL.

Ob6cyxpaeHnue

[IpencraBnenHble KIMHUYECKHE HAOMIONCHUS HJI-
JIOCTPUPYIOT PAa3HOOOpa3ue NPUYMH, BBI3BIBAIOIIUX
nepuuut BuTamuH K-3aBucumeix ¢axropos. [Ipu atom
TaKTHKa BeICHUs OOJbHBIX, CPOUHOCTh KOPPEKLUH BbI-
SIBJICHHOTO JieHIIUTa, TPUMEHIEMbIC MpernapaTsl Obun
Pas3JIn4YHBIMU.

[Ipu npueme BaphapuHa HEOOXOIUMOCTH B KOp-
pekuun nepunmra BUTaMUH K-3aBUCHMBIX (DakTOpOB
BO3HMKAET 110 Pa3HBIM MPUYHHAM. DTO MOXKET OBITh U
nepeno3upoBKa Mpenapara, 1 He0OXOOJUMOCTb B MHBa-
3MBHBIX BMEIIATEIbCTBAX. B 3aBUCIMOCTH OT BBIpayKEeH-
HOCTH TMIIOKOArYJISIUM, HAJIWYUS TE€MOPParudeckoro
CHUHJPOMa, CPOYHOCTH pEeBEpcUH JeicTBHs BapdapuHa
MOXET OBITh BHIOpaHa paziauyHas TakTuka [2, 3] — oT
npeKpalieHusi npueMa mnpemnapara (Habmonenue 1) u
Ha3Ha4YeHus1 BUTamMuHa K| (mabmonenne 2) 10 CpoYHOM
KOPPEKIMH TIPH TeMOPParnieckoM CHHIPOME C IOMO-
mpto KIIK wmu rFVIla (mabnronenns 3 u 4). Crnenyet
OTMETHUTh, YTO MOSBICHHE TeMOPPArHueCcKOr0 CUH/PO-
Ma Ipu npueme BapdapuHa He BCerna CBUICTEIbCTBY-
eT O Iepeao3npoBKe Mpenapara. B pesynprare npuema
Bap(daprHa JOCTUraeTCsl TUIIOKOAryIsILus, IPU KOTOPOI
MHO nonaepxuBaeTcs, Kak IpaBWiIo, Ha YPOBHE 2—3
[5]. KpoBoreueHue B 3THUX YCIOBHUSX MOXKET BO3HUK-
HYTb [IPH UMEIOLIEMCSl 3PO3UBHO-SI3BEHHOM MIOPAYKCHUU
JKEITyIOYHO-KHUIIIEYHOTo TpakTa (Habmronenue 3), Tpas-
Me (Habmoaenwue 4) u T.1. OcTaHOBKa KPOBOTCUCHUSI, HE-
cMmoTps Ha "TepaneBrudeckuit” ypoenb MHO, TpeOyet
CPOUHOI KOppeKInu remocrtasa. B o e Bpems cienyet
HOMHMTB, YTO €CJIK O0JIbHOMY Ha3Ha4EHBI OpajibHbIC aH-
TUKOAT'YJISIHTBI, CIIEIOBATENIbHO, OH UMEJT MTPEIPaCcIoo-
KEHHOCTh K TPOMOOTHYECKUM OCJIOKHEHUsIM. bricTpas
xoppexkuus MHO 1 HEero MoXeT OKa3aTbCsi CTOJb JKe
ONAaCHOM, KaK U remopparndyeckuil cunapom. [lostomy
MHO pomkHO OBITh CHHKEHO, HO MPHU dTOM Ha3Haue-
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HBI MPSIMbIC aHTHUKOATYJSHTHL. [lpu remopparuyeckom
CHHIpOME, BO3HUKINIEM Ha (hoHe meicTBus BapdapuHa,
npumenenue KIIK Gonee spdextuBno, uem C3II [6].
Tpaucdysun C3I1 sBrusrorcs HeOS30TaCHBIMA B TIIAHE
MepeHoca BUPYCHOU MH(EKIMU, TPeOyeTCs BpeMsl Jis
oTIpe/ieNIeHHs TPYIIBI KPOBH M TI0100pa Mapbl JOHOP—
perunuent, ortauBanust C3I1 u coOcTBeHHO TpaHChy-
3un. Kpome Toro, mpu mepenuBanusx C3I1 koppekius
MHO pocrturaercs mouTH B 3 pasa JIOJbIIE, YeM T0CIIe
BBenenus KIIK [7]. B gwactu ciayuaeB koppeknun MHO
nociie Tpancdysun C3I1 BooOIIe He ymaeTcss TOCTHYDL
[6]. borree apdextuBHBIM, uem C3I1, sBisgercs u rFVIla.
ITokaszano, uro npu npumenenuu rFVIla i kynupo-
BaHUS TEMOPPATHYECKOTO CHHAPOMa Y OONBHBIX, MOy~
YaBIIUX Tepanuio BapdapuHoMm, Hopmanusanus MHO
nmocturanachk OpicTpee (B cpemHeM uepes 4,8 ), deM
nipu ucnons3zoBanuu C3I1 (B cpegnem uepes 17,5 1) [8].
B peTrpocrieKTHBHOM HCCIICIOBAaHUH OTHCAHBI 15 00IThb-
HBIX C Bap(apuHACCOIMHUPOBAHHBIMU CyOIypaTbHBIMU
reMaroMamu, u3 Kotophix 3 momydanu C3I1 u BuTamun
Kl, a 12 6onpubIX gononnuteabHo K C3I1 u BUTamMuny
K, — rFVIla. ¥ nony4asmmx rFVIla Geictpee ynasa-
nock poctuub Koppekiuu MHO (8,8 1 u 32 4 cooTBet-
CTBEHHO) [9].

3HaYUTEIBHO OOJICE TUTEIBHBIMU, YeM IIPH TIEPEJIO-
3UpoBKe BaphapuHa, SBISIOTCS HAPYIICHUS B CHCTEME
CBEPTHIBAaHHS KPOBH, BO3HHKAIOIIUE IPH OTPABICHUU
cynepBaphapunamu. CyriepBapdapiHbl TPEICTABISIOT
co0OH KJIacC POIEeHTHUIUIOB, pa3paboTaHHbIX B 1970-x
romax Jjisl TPEOOJIeHUs YCTOWYMBOCTH K BapdapuHy
y kpoic. CynepBapdapuHbl — JIOJTOKUBYIIUE KUPO-
pacTBOpPHMEBIE AHTHUKOATYISHTHI, TEPUOA TONYKU3HU
kotopbix nocturaetr 69 cyt [10]. Onu B 100 pa3 cuib-
Hee Bapdapuna [11]. Drmmemuomornueckux padoT o
4acTOTe OTPaBIICHUS cyrnepBapapuHaMu HET, HO YUCIIO
CITy4aeB OTPABJICHUS PACTET C KaXAbIM rojom: B 1983 1.
06110 5133 cooOrieHUst 00 OTpaBIICHUsX, a yxke B 1995 1.
13 423 ciygaes (puc. 5).

Kak npaBwuiio, 310 100 ciry4aiiHble OTPaBICHUS, JIU-
00 HecyacTHBIC CITy9ad Ha MPOU3BOICTBE, JTUOO CYHITH-
JaJIbHBbIe TMONBITKA. ONHCAaHO OTpABJICHUE TPU CHH-
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npome Mronxray3sena [10, 11]. B Hamux HaOIOACHUAX
(kIMHMYECKHE cityyan S ¥ 6) oTpaBiieHHE ObIIO CBSI3aHO
CO CITy’K€OHOM JesTeTbHOCThIO TMAIlMeHTOB M HOCHIIO
KPUMMHAJIBHBINA XapakTep, YTO 3aTPyAHSIIO JUAarHOCTH-
Ky. Kimandeckun u nmabopaTtopHO OTpaBlIeHHE cCymep-
BapdapuHamMM HE OTAMYACTCS OT JICHCTBUS OOBIYHOTO
Bapdapuna [10, 11]. JInarHo3 orpaBneHHs cyriepBap-
(apuHaMu ciemyeT paccMaTpuBaTh IPH AJTUTEIBHO CO-
XpaHsAIoUeMcsl YUITMHEHUH TPOTPOMOMHOBOTO BPEMEHHU
u neduuute BuTaMuH K-3aBHcHUMBIX (pakTOpPOB MpH OT-
CYTCTBUH JIPYTHX NPHUYMH MX pa3BUTHA (3a00sieBaHUI
neyeHn u ap.). Jokaszare Hanuuuwe cynepsapdapuHa
MOYKHO C TIOMOIIBIO BBICOKOA((PEKTHBHOMN KUIKOCTHON
xpomarorpaduu [11], a KOCBEHHO MOATBEPIUTH OTPaB-
JieHue cynepBaphapruHaMi MOXHO, Ha3HAYHB MALUEHTY
ButamuH K nmm tpancdysuto C3I1. ITockonbky nepron
MoJyXn3HU BapdapuHa cocrasiser 17 4, 3TH Ha3Have-
HUS N03BOJISIIOT ckoppurupoBats MHO, a mpu otpasie-
HUU cynepBapapuHaMH, IMEIOIUMHU MEPUOT TTOTYKU3-
HU 10 69 cyT, mocie npeKkpaieHus Teparnuil BATAMIHOM
K, MHO cnosa yanunsiercs [10], 4to 1 66110 0TMEIEHO
y HAIKX TTAIHEHTOB.

Crnenyer OTMETHUTB, YTO, CMEPTHOCTh CPEIH JIIOeH
Npyd OTPaBJICHUH cynepBapapruHaMu HeBbIcOKa. 3
79 025 cnmyuaeB oTpaBieHHs cymnepBapdapuHaMH, O
KOTOPBIX OBIJIO COOOIICHO 3a §-JIEeTHUH MEpHoI, 3ape-
ructpupoBado Toiabko § (0,08%) neranbHBIX HCXOHOB
[11]. B npyro#i, MeHbIueil cepur HaOMIONECHUNA yMEPIH
6 (25%) u3 24 manueHToB, OTPAaBUBIINXCS POIACHTHUIIHU-
noM opomudakymom [12]. [Iporao3 Bo MHOTOM ompejie-
JIIeTCs aleKBaTHOW Tepammeit. Hamm HabmrogeHus wi-
JIOCTPUPYIOT U3MEHEHNE TAKTHKH JICUCHHSI TIPU OTPaB-
JieHuH cynepBapdapuraMu, npousoinennue 3a 10 jer.
Kak u B cimywasix ¢ peBepcueii neiicteus Bapdapuna, jie-
genue C3I1 mpu oTpasnennu cynepBapdapruHaMu Maxo-
addexruBHO. boree A3pPeKTUBHBIM SBISIETCS HAa3HAYE-
nue KIIK [11]. B Oonee panuem HaOmrofaeHun (HaOIIO-
JeHue 5), Korjaa BO3MOXKHOCTb Teparuy MepeniBaHusIMU
C3II 6pua ucuepnana M3-3a BOSHHUKIINX OCIOKHCHUH,
MBI KaK "Tepanuio craceHus" Ha BBICOTE reMopparuue-
CKOTO CHHJPOMA MCIIOJIb30BaJIU IIPENapaT aHTHHHIHOU-
TOPHOTO KOATYJIHTHOTO KOMILIEKCA (DEWBA, "Bax-
ter"), koroperit sBisieTcst KIIK, comepxammum FVIla. On
npeAHa3HayeH A JiedeHus: OOJBbHBIX MHIMOMTOPHON
¢dopmoii remoduiinu. Ho gaxke y 3Tux OOJNBHBIX OIH-
CaHbl TPOMOOTHYECKHME OCIOKHEHHUs IOCIE BBEICHUS
®EMBA, uacTora KoTOphIX cocTapiser 4: 100 000 uH-
by3wmit [13]. B tot nepron BpeMeHu He OBbLITH TOCTYITHBI
apyrue KIIK, He ObIIO B pacnopsykeHHU M BHTAMHUHA
K,. Msr ucnonszoann ®EVBA o4eHb KpaTKOBpeMEH-
HO. IToce Toro, kak ObLI ITOTy4eH BUTaMuH K, Tepanus
®EMNBA 65112 MIpeKparieHa, u OOIBHOH B TequHe JUTA-
TEJIHHOTO BPEMEHH JI0 BBI3IOPOBIICHUS MOTydall TOIBKO
ero. [IpuMepHO B Te ke TOBI B OT€YECTBEHHOM JIUTEPa-
Type onucaH u Apyroi onbIT npumenenns EMBA nns
KOoppekuuu aeduuuTta BUTaMHH K-3aBUCHMBIX (akTo-
POB CBEpTHIBaHHS MPH 3a00JICBaHUSX MIEUCHH Y JICTEH €
MaTOJIOTUEHN CBEPTHIBAIOLIEH CUCTEMBI KpOBU [14].

B Hacrosiee BpeMs 17151 KOPPEKIHH Ie(UIUTA BUTA-
muH K-3aBucumeix gakxropos nocrynern KIIK IIporpom-
wiekc 600, B KOTOPOM HET aKTHBHPOBAaHHBIX (PAKTOPOB
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CBEPTHIBAHUSA U CONEPKATCsl OCHOBHBIE aHTUKOATYJISH-
Thl (TemapuH, aHTUTPOMOUH, mpotenH C), 4TO 3HAYM-
TETHHO CHI)XAET ero TpoMOoreHHOCTh [15—19]. DToT
npenapar 1 Obl1 mpuMeHeH depe3 10 et y O6onpHOTO
K. (mabmrogenue 6). [ToCcKONbKY TIEPHO MOTYKU3HU CY-
nepBaphaprHOB OOJIBLION, KOAryaonaTusi IepCUCTHPY-
et mecsmamu [11], u 3amectuTenpHas Tepamus IO KHA
MPOAOKATHCA JUIMUTENbHO, HHOrAA 10 6 Mec [20]. B Ha-
IIMX HAOJIONEHMSAX TAIMEHTHI MOIy4aan BuTamMuH K, B
TeueHue 2—3 mec.

Hedunut Buramun K-3aBUCHMBIX (akToOpoB, CBS-
3aHHBIA C HEHOCTaTOYHBIM IOCTYIJICHUEM BHTaMHUHA
K, game Bctpedaercs y aereit [21]. B mabmomenun 7
OH Pa3BWJICS Y B3POCIJIOTO MALUEHTA, JUIUTEIBHO MOy~
YaBIIETo MOJIHOE MapeHTepajIbHOe MUTaHne 0e3 100aB-
nenust BuTamuHa K. Orsromarommm (akTtopoM B JaH-
HOM cityuae siBuiach nHdeknus. Kak nmokazano B pabore
A.B. KpeuetoBoii [22], cpean OOTBHBIX C CETICHCOM, HE
MIPUHMMABIINX OpallbHble aHTUKOATYISHTHI, B TEPBHIE
e CyTKH pa3BuTus nHpekuun yseandenne MHO peru-
ctpupyetcs y 76%, coctaBnsas B cpennem 1,4. Y 0onb-
HBIX C CENTHYECKUM LIOKOM M TsDKebIM cericucom MHO
MOXKET yBEeJIMYUBAThHCS /10 4,6, a mpoTpoMOHH 1Mo KBuKy
cHmxarbest 10 14% [22].

[Tpu stom nepemuBanust C3I1 Hepenko HedhPeKTHB-
ubl. [lepenusanue C3I1 B no3e 13 Mi/kr y 18 GonbHBIX C
CETCHCOM B TeueHHe | 4 IPUBOANIO K MOBBIIIEHHUIO MTPO-
tpombuHa 1o KBuky Bcero Ha 3% (¢ 65,2 + 3.5 mo 68,8
+ 3,0%) [23]. B 10 e Bpems npumeHenue BuramMuna K|
B 03¢ 10—20 Mr/cyT BHYTPUBEHHO Y OOJBHBIX C CeTl-
cucom naxxe 6e3 nepenuBanus C3I1 mpUBOIUT K MOBHI-
mieHuto nmporpoM6OuHa o Ksuky ¢ 52 no 82% B Teuenne
4 cyt [22]. [ToaTOMy pEKOMEHIYETCS BCEM B3POCIBIM
OONBHBIM B OTIEJICHHUAX PEaHHMMaldd BBOJAMTH Mpodu-
naktrueckn ButamMud K B mo3e 10 mr 3 pasa B Hememro
(pexoMeHIaMK ypoBHsI B, xareropust qoka3areabHOCTH
IIa) [24]. B T0 ke BpeMs IpH BBIPAKEHHOM YBEITHYESHUHU
MHO, Hampumep NpH CENTHYECKOM IIOKE, MOXKET IO-
TpeOOBaThCsl SKCTPEHHAST KOPPEKIHS Ie(DUIINTA BUTAMIH
K-3aBrcHMBIX (haKTOPOB 17151 BBIIOIHEHHUS OIIEPAaTUBHOTO
BMeEIIATENIbCTBA, KaK 3TO OBLIO B HAONFOIEHNH &.

B nocnennye roapl MosSBMIIMCH COOOIIEHHS O TIPHME-
Hernn KIIK mist BocmosHeHust qeduinTa mia3MeHHBIX
(haxTOpPOB CBEPTHIBAHUS IPH OCTPOM MAaCCUBHOH KPOBO-
notepe. OnHUM U3 (PakTOpOB HAPYILICHHUS FeMocTa3a Mpu
KPOBOIOTEPE SIBIISICTCS TEMOIMITIONHMS. Y OOJIBHBIX B pe-
3yJIBTATE TEMOIMIIIOLUY, BBI3BAHHON KPOBOIIOTEPEH U 3a-
MelleHreM THApoKcHITIIIKpaxmaioM 130/04, ormedeHo
yYMEHBIIIEHNE aKTUBHOCTH (DAaKTOPOB CBEPTHIBAHHS KPOBU
FIL, FVIL, FVIIL FIX, FX, FXIIT [25]. HoOaBnenue ex vivo
K m1a3Me 0obHBIX ¢ remoatorer KITK mpuBomuio k
YKOPOUYEHHIO BpeMeHH koaryssiuuu pu TOI' [25]. B xiu-
HUYECKOM MPAKTUKE UMEETCS PSJT COOOIICHUI 00 yCTel-
HoM npumeHennd KIIK s octaHoBKU KpoBOTEUEHUS y
OOJIBHBIX, KOTOpHIE HE MOTYYal OpajbHbIE aHTHKOAry-
JISTHTBL, TIPU KapAUOXUPYPTrUUECKUX onepauusix [26, 27],
TIPY JKENTyT0YHO-KHIIIEYHBIX KPOBOTEUECHHUAX, KPOBOU3IIH-
SIHUSIX B LICHTPAJIbHYIO0 HEPBHYIO CHCTEMY, TpaBMe [28],
OTHECTPENbHBIX PAHEHUSIX, XUPYPTUUECKUX OMeparusax
[29]. Cornacho npotoxony H. Schochl u coasr. [30], npu
MacCHBHOW KPOBOIIOTEpE M HApYIICHUSX TeMOCTa3a B
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KauecTBe Tpernapara MepBoi JTUHUN Ha3Hayald KOHIICH-
Tpat (ubprHOTEHA, a npu ero HeaexrnBHOCTH — KITK.
Takast TakTHKa MO3BOJTMIIA B 2 pa3a CHU3UTH CMEPTHOCTh
cpenu 60mbHEIX [30]. MbI ¢ yeciexoMm rcrnonb3oBanu KITK
v ButamuH K y OonbHOH, mepeHeciueil remopparude-
CKMH IIOK, MAaCCHBHYIO KPOBOIOTEPIO, T€MOIMIIOLHIO,
YTO COMPOBOXKIAJIOCH YIIMHEHUEM TMPOTPOMOMHOBOTO
BpPEMEHHU U JepuuuToM BUTaMHH K-3aBHCHMBIX (akTo-
poB (HabmroneHwme 9).

B natnronernn 10 y 6015HOTO MHOKECTBEHHON MUe-
JIOMOW ¥ aMHJIOUI030M OBLT JMArHOCTHPOBAH JeHUIAT
FX kak nmpuumna remopparuyeckoro cusgapoma. Ilpu
AL-amunonsiose 3Ta Gopma HapyIIeHHsI TeMOCTa3a BbI-
SIBIISIETCSL HE CTONb peako: Aehuuut FX Obu1 BRISBICH Y
32 (8,7%) u3 368 mammentoB ¢ AL-aMuionmo3om, o0-
CJICZIOBABIIMXCSI B BOCTOHCKOM MEIMIIMHCKOM LIEHTpE,
y TIOJIOBHHBI M3 HHUX OBIJI TeMOPpParMuecKuii CHHIPOM
[31]. O pazButun npuodperennoro aepunura FX npu
AL-amusionio3e cooOmarT u apyrue aBropsi [32, 33].
Cuwnraercs, uro npu AL-amunonnose nedunur FX pas-
BHUBaeTCsl BeienctBue aacopbuum FX amumonmabiMu
¢ubdpmutamu [34]. Comepxkanne FX, ormeuaBmieecs B
HaleM HaOJIIOCHNH, IT03BOJISIET OTHECTH €T0 K yMEepeH-
Homy neduuuty (10—25%) [31]. B To e Bpems mo-
ka3aHo [31], 9To BcaeACTBHE OTIOXKCHHUS aMUJIOWA B
CTEHKaX COCYHOB IOBBILIAETCS UX JIOMKOCTb, MTO3TOMY,
B oTJIMuKe OT remodmimu, npu nedunute FX Her kop-
pensiuuu Mexxay Konuentpauued FX B nmnasme u Boipa-
YKEHHOCTBIO TEMOPPAru4eckoro CHHAPOMA.

B nuteparype [31] ans xoppekuuu remocTasa npu
BBITMIOJIHEHUU WHBA3MBHBIX MPoOLEAyp y O0nbHbIX ¢ AL-
amuon1o3oM u nepunurom FX obcyxnaercs BO3MOX-
HocTh npuMmeHeHus KIIK, rFVIIa. B To ke Bpems B
ciyyasix, Korja 1o omnepauuu ucnonb3oBanu rFVIa, y
44% OONBHBIX OTMEYAINCH KPOBOTCUEHHS UITH TPOMOO-
36l [31]. B Hamewm Habmronennu BBenenue KITK He gano
3HaYUMOTO KIIMHHYECKOTO d(deKTa, XOTS U MPHUBEIO0 K
MOBBIILICHHUIO COJCPKaHUs BCceX BUTaMUH K-3aBHCHMBIX
(daxropos, kpome FX. IIpoBenennoe odcnenoBanme no-
Ka3aJ10, YTO CHIDKEHHE akTUBHOCTH FX y 6onbHOrO OBI-
710 00yCIIOBIICHO HE a/icopOIueii ero, a HaTMIueM [Up-
KYJIMPYIOIIEr0 MHIMOMTOpa, OTHOCSIIETOocs K KIAccy
IgG. B atux ycnosusix 6omnee 3ppekTHBHBIM 0Ka3a10Ch
NPOBEJCHNE TEPANIeBTUUECKUX ITazmMadepe3oB u Hava-
Tas XUMHUOTEPAIys.

Takum oOpazom, aeduuur BuramuH K-3aBHCHUMBIX
(haKTOpPOB MOXKET pa3BUBATHCS BCIECICTBHE PA3IMIHBIX
npudrH. [ mpaBUIBHOTO BHIOOpa TaKTHKH Teparnuu
HEOOXOIMMO TPEJCTABIATh MaTOT€HE3 Pa3BUTHUS 3THUX
HapylLIeHui remocTasa. B apcenasne Bpada cerogHs uMe-
IOTCSl pa3InYHbIE MpPEeraparhl, MO3BOJISIONINE KOPPHUTHU-
pOBaTh 3TU HapylleHUA. BakHO B Ka)KIOM KOHKPETHOU
CUTYyallu¥ BHIOpATh NMPABHUJIBHBIN MpenapaT UM KoMOu-
HAIMIO NpernaparoB, HA3HAYUTh €ro MM MX B HYKHOE
BpeMsI M IIPOIOJIKATh JIEYEHHE CTOIBKO, CKOJIBKO TpeOy-
€T KIIMHWYECKasl CUTYaLHsl.

JIUTEPATVYPA

1. Makris M., Watson H. G. The management of coumarin-induced
over-anticoagulation. Br. J. Haematol. 2001; 114: 271—280.

10.

I1.

12.

13.

14.

15.

16.

17

18.

19.

20.

21.

22

23.

24.

. Vigué B. Bench-to-bedside review: Optimising emergency
reversal of vitamin K antagonists in severe haemorrhage — from
theory to practice. Crit. Care 2009; 13: 209. doi:10.1186/cc7001.

. Ansell J.E. 9th National conference on anticoagulant therapy.
Preface. J. Thromb. Thrombolysis 2008; 25(1): 1.

. Honzoe B.B., Ceupun I1.B. JJabopaTtopHasi [UarHOCTHKa HapyIIe-
Huii remocrtasa. M.: Tpuazna; 2005.

. Baglin TP, Keeling D.M., Watson H.G.; British Committee for
Standards in Haematology. Guidelines on oral anticoagulation
(warfarin) — third edition — 2005 update. Br. J. Haematol.
2006; 132(3): 277—285.

. Makris M., Greaves M., Phillips W.S. et al. Emergency oral
anticoagulant reversal: the relative efficacy of infusions of fresh
frozen plasma and clotting factor concentrate on correction of the
coagulopathy. Thromb. Haemost. 1997; 77: 477-480.

. Boulis N.M., Miroslav P, Bobek P. et al. Use of factor IX complex
in warfarin-related intracranial hemorrhage. Neurosurgery 1999;
45: 1113-1119.

. Nishijima D.K., Dager W.E., Schrot R.J., Holmes J.F. The efficacy
of factor VIla in emergency department patients with warfarin
use and traumatic intracranial hemorrhage. Acad. Emerg. Med.
2010; 17(3): 244—251.

. Veshchev I, Elran H., Salame K. Recombinant coagulation

factor VIla for rapid preoperative correction of warfarin related

coagulopathy in patients with acute subdural hematoma. Med.

Sci. Monit. 2002; 8(12): CS98-CS100.

Spahr J.E., Maul J.S., Rodgers G.M. Superwarfarin poisoning: a

report of two cases and review of the literature. Am. J. Hematol.

2007; 82 (7): 656-660.

Chua J.D., Friedenberg W.R. Superwarfarin poisoning. Arch.

Intern. Med. 1998; 158(17): 1929—1932.

Helmuth R.A., McCloskey D.W., Doedens D.J., Hawley D.A.

Fatal ingestion of a brodifacoum-containing rodenticide. Lab.

Med. 1989: 20; 25—27.

Luu H., Ewenstein B. FEIBA safety profile in multiple modes

of clinical and home-therapy application. Haemophilia. 2004; 10

(suppl. 2): 10—16.

Boosun B.B. ONbIT IPUMEHEHHS aHTHHHTMOMTOPHOTO KOATyJISHT-

Horo xkomiuiekca «PEVBA Tum 4» y netelt ¢ matonorueii cBepThI-

Baromel cucrembl kKpoBH. [Ipo6i. remaron. 2002; 2: 27—30.

Sorensen B., Spahn D.R., Innerhofer P. et al. Clinical review:

Prothrombin complex concentrates — evaluation of safety and

thrombogenicity. Crit. Care. 2011; 15: 201.

Kéhler M.  Thrombogenicity of prothrombin complex

concentrates. Thromb. Res. 1999; 95(4, suppl. 1): S13-S17.

. Hellstern P. Production and composition of prothrombin complex

concentrates: correlation between composition and therapeutic

efficiency. Thromb. Res. 1999; 95(4, suppl. 1): S7-S12.

Dargaud Y., Desmurs-Clavel H., Marin S. et al. Comparison

of the capacities of two prothrombin complex concentrates

to restore thrombin generation in plasma from orally
anticoagulated patients: an in vitro study. J. Thromb. Haemost.

2008; 6(6): 962-968.

Kalina U., Bickhard H., Schulte S. Biochemical comparison of

seven commercially available prothrombin complex concentrates.

Int. J. Clin. Pract. 2008; 62: 1614—-1622.

Gunja N., Coggins A., Bidny S. Management of intentional

superwarfarin poisoning with long-term vitamin K and

brodifacoum levels. Clin. Toxicol. 2011; 49: 385—390.

MecNinch A., Busfield A., Tripp J. Vitamin K deficiency bleeding

in Great Britain and Ireland: British Paediatric Surveillance Unit

Surveys, 1993—1994 and 2001—2002. Arch. Dis Child. 2007;

92: 759—766.

. Kpeuemosa A.B. Hapymenue remocrta3a IpH CEICUCE Y OHKO-

reMaToJIOTHYECKUX OOJIBHBIX ¢ MUEIIOTOKCHYECKUM arpaHyJIoLHu-

TO30M: ABTOpEd. IHC. ... KaHI. Mea. HayK. M.; 2011.

Galstyan G., Serebriysky 1., Berkovsky A. et al. Effects of natural

colloids therapy on hemostasis in septic patients. Transfusion

Alternatives in Transfusion Med. 2006; 8 (suppl.): 61.

O’Shaughnessy D.F., Atterbury C., Bolton Maggs P. et al.; British

Committee for Standards in Haematology, Blood Transfusion

Task Force. Guidelines for the use of fresh-frozen plasma,

29



lemarton. v TpaHcdyauon., 2012, 1. 57, Ne 2

25.

26.

27.

28.

29.

cryoprecipitate and cryosupernatant. Br. J. Haematol. 2004;
126(1): 1128

Fenger-Eriksen C., Tonnesen E., Ingerslev J., Sorensen B.
Mechanisms of hydroxyethyl starch-induced dilutional
coagulopathy. J. Thromb. Haemost. 2009; 7: 1099-1105.

Bruce D., Nokes T.J.C. Prothrombin complex concentrate
(Beriplex P/N) in severe bleeding: experience in a large tertiary
hospital. Crit. Care 2008; 12(4): R105. doi:10.1186/cc6987.
Fraser T.A., Corke C.F., Mohajeri M. et al. A retrospective audit
of'the use of Prothrombinex-HT for refractory bleeding following
adult cardiac surgery. Crit. Care Res. 2006; 8: 141—145.
Mendarte L., Munne M., Rodriguez S. et al. Use of human
prothrombin complex concentrate in patients with acquired
deficiency and active or in high-risk severe bleeding. J. Coagul.
Dis. 2010; 2(2): 1—7.

Schick K.S., Fertmann J.M., Jauch KW, Hoffimann J.N.
Prothrombin complex concentrate in surgical patients: retrospective
evaluation of vitamin K antagonist reversal and treatment of severe
bleeding. Crit. Care 2009; 13: R191. doi:10.1186/cc8186.

© KOJIJIEKTHUB ABTOPOB, 2012
VIIK 615.38:614.2(476)
ODEMOTIPAOUYECKAA XAPAKTEPUCTUKA N COLI,I/IAJ'IbeIVI CTATYC AOHOPOB
PECNYBJINKU BEJIAPYCb, CAAKOLWUX LUENTbHYIO KPOBb B CTALUMOHAPHDIX
N BbIE3OHDbIX YCJIOBUAX

M. . MotanHes', ®. H. KapneHko?, T. A. HukaHunk', 3. B. Mepexog '

30.

31.

32.

33.

34.

Schéchl H., Nienaber U., Hofer G. et al. Goal-directed coagulation
management of major trauma patients using thromboelastometry
(ROTEM)-guided administration of fibrinogen concentrate and
prothrombin complex concentrate. Crit. Care 2010; 14(2): RS5.
Choufani E.B., Sanchorawala V., Ernst T. et al. Acquired factor
X deficiency in patients with amyloid light-chain amyloidosis:
incidence, bleeding manifestations, and response to high-dose
chemotherapy. Blood 2001; 97: 1885—1887.
Thompson C.A., Kyle R., Gertz M. et al. Systemic AL amyloidosis
with acquired factor X deficiency: A study of perioperative
bleeding risk and treatment outcomes in 60 patients. Am.
J. Hematol. 2010; 85: 171—173.
Ma Y., Kwon E.H., Lee J.E. et al. Acquired factor X deficiency
in light chain amyloidosis: a report of 2 Korean cases. Korean J.
Lab. Med. 2011; 31: 154—156.
Furie B., Voo L., McAdam K.P, Furie B.C. Mechanism of factor
X deficiency in systemic amyloidosis. N. Engl. J. Med. 1981;
304: 827—1830.

Tlocrynuna 20.02.12

"PecnybnukaHckuii HMNL TpaHchy3monornm n meamumnHcknx bmotexHonoruii, MuHck; 2y3 fomenbckasn ctaHums
nepenvBaHua Kposw, Pecnybnuka benapycb

P e 310 me.llpoBeaeH aHann3 pe3ynbTaTtoB aHKeTUpPoBaHWA 780 "akTVBHbIX" JOHOPOB, CAABaBLUNX KPOBb B
CTaLMOHAPHbIX YCIIOBUAX CTaHLMI NepennsBaHuna Kposu, 1 490 fOHOPOB "pe3epBa’, cAaBaBLUMX KPOBb B Bble3[-
HbIX YCNOBUAX. He BbIABAEHO CyLEeCTBEHHbIX Pa3NnNymii MeXAy 3TUMU NOArpynnamm 4OHOPOB MO CoLnanbHO-
aemMorpaduryeckM xapakTepucTmkam. YCTaHOBNEHO 6osiee aKTUBHOE yYacTe My>KUMH (KeHaTbIX, XONOCTbIX) B
CAave KpoBW B CTaLMOHAPHbIX YCNOBUAX, @ MeHLMH (0CO6eHHO 3aMy>KHINX) — B CAaYe KPOBU B Bble3[HbIX YC-
nosusx (68,1 n 54,1% Bcex LOHOPOB B NMOArPynnax COOTBETCTBEHHO). 1UTenn cena yalye cfaBanuv KPoBb B Bbl-
e3fHbIx ycnosuax. Cnyxalume, CTyAeHTbl, iLa, nonyyatoLre o6pasoBaHue, AOCTOBEPHO Yalle NpeAnoymTaoT
cAaBaTb KPOBb B Bble3[HbIX YCNIOBUAX. [loHOPbI € 6osiee BbICOKMMUN AOXOAaMM (Bbille 1,5-KpaTHOro cpefHero
3HayeHMA No CTpaHe) NpefnoYnTani CAaBaTb KPOBb B CTaLMOHAPHbBIX YCIOBUAX MO CPAaBHEHWIO C Bble3AHbIMM
(5,9 n 2,6% BCex [OHOPOB B NOArPYNNax COOTBETCTBEHHO).

KnioueBble CJ0Ba: 00HOPbLI KPOBU, COUUATbHO-0eMo2pagpu4eckas xapakmepucmuka

DEMOGRAPHIC AND SOCIAL CHARACTERISTICS OF DONORS DONATING WHOLE BLOOD AT BLOOD
BANKS AND AT MOBILE SESSIONS IN THE BELARUS REPUBLIC

M. P. Potapnev, F. N. Karpenko, T. A. Nikanchik, Z. V. Perekhod

National Center of Transfusiology and Medical Biotechnologies, Gomel Regional Blood Bank

Summary. The authors sum up the questionnaires responded by 780 active donors donating blood
at blood banks and of 490 reserve donors donating blood at mobile sessions. There were not significant
differences in social and demographic characteristics between groups of donors. Men (married and single)
donated blood more actively at blood banks, while women (particularly married) more actively donated blood
at mobile sessions (68.1 vs 54.1%). The countrymen more often donated blood at mobile sessions. Employees
and students preferred blood donation at mobile sessions. Individuals with high salaries (1.5 times higher than
the mean for the country and higher) preferred blood donation at blood banks to mobile sessions (5.9 and

2.6% of all donors in subgroups, respectively).

Key words:blood donors, social and demographic characteristics

DPUTPOLIUTCOACPKAIMNE KOMIIOHEHTHI KPOBH SIBJISI-

FOTCSI OCHOBHBIMHU B 3aMECTUTEILHON TEPaITuu OOJIBHBIX,
MOJTyYaKOIIMX KOMIIOHEHTBI KPOBU C JICUCOHOH IEJIbIO

30

[1]. CramumonapHble YCIOBUS CTaHIMN TepeIuBaHUsA
KPOBH 00ECIICYMBAIOT TOJHBIH IIMKJ 3arOTOBKH IIEJIb-
HOU KpOBH, ee ()paKIIMOHUPOBAHUS HA KOMITOHEHTBI, 00-



