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Pegpepam

Hapymenus cucreMsl CBepThIBaHHUA KPOBH B II€pPHOIIE-
PaIMOHHBIH ITePHO/ IPEACTABIAI0T Cepbe3HbIM PUCK Pa3BH-
THA JKU3HEOIIACHBIX OC/JIOKHEeHUH. B crarbe mpezcraBieHbI
MeTozAM4YecKue pekoMeHzarun ejepanuy aHeCTE3HOI0I0B
U peaHnMaTo/IoroB Poccuu 1o nepronepanuoHHOMY Beze-
HUIO NTAIIMEHTOB C HAPYIIeHIAMU CHCTeMbI I'eMOCTa32, B KO-
TOPBIX 0000IEHbI ACIIEKTHI KAK ANATHOCTUKH 1 OLIEHKH, TaK
U UHTEHCUBHOW Tepanuy BPOXKAEHHBIX U IPUOOPETEHHBIX
HApyIIEeHUH CUCTEMBI CBEPTHIBAHUA B IIePUOIIePAI[HOHHBIH
nepuo/. ITouck auTeparypsl ObLT COCPEAOTOUEH HA METa-
aHa/IM3aX ¥ PaHAOMU3UPOBAHHBIX KOHTPO/IMPYEMBIX UCCIe-
ZOBAHUAX, HO TAKXKe BK/IIOYAJI PeTHCTPbI, HEPaHAOMHU3HPO-
BaHHbIe CPaBHUTEJbHBIE U OIHUCATeJbHbIe UCCAeJOBAHUA,
CepHu CJIyJaeB, KOTOPTHbIE HCCAEAOBAHUA, CHCTeMaTHIe-
CKHe 0030ps! U MHEHUs 9KCIepToB. ONUCAHBI IPUHIUIIE]
[ePHOIEePAIUOHHOrO BeAeHU CHHAPOMA ANCCEMHUHUPO-
BaHHOT'O BHYTPHUCOCYAUCTOTO CBEPTbIBAHUA, IEI€HOYHON,
ypeMU4eCcKOH, TpaBMaTHIECKOM, CeITHIEeCKOU KOarynoIma-
TUH, TPUOOPETEHHBIX TPOMOOIIUTONEHHH U TPOOOIUTOIA-
T, anTudochorunugHOro CHHApOMa, reModuuii A u B,
60s1e3a1 Butebpanza u Apyrou maroorud. [/t KaxKAOM
PeKOMEeH/AINH IIpe/ACTaBlIeH YPOBEHb JOCTOBEPHOCTH 0~
Ka3aTe/IbCTB U YPOBEHb YOEeAUTEIbHOCTH OKA3aTeIbCTB.
PexoMenzanuu pa3zpaboTaHbI SKCIIePTAMU B 00/IACTH IT€PH-
OIIepaIIOHHOTO BeleHUs aI[UeHTOB AJI Bpadell aHecTe3u-
0JI0TOB-PEaHHMATOJIOI'OB B Ka4eCTBE ITOMOINY B IPUHATUH
KJIMHUYECKUX pellleHNH, OKOHYATe/IbHOe pPelleHue [0 KOH-
KPeTHOMY ITAaIIMeHTY IPUHUMAETCs JeJaIllM BPadoM.

K/TFOYEBbIE C/1IOBA: cuHApOM ANCCEMUHMPOBAHHOIO
BHYTPUCOCYANCTOrO CBEPTbIBAHWUA, NeYeHOYHaA
Koary/nonaTtus, ypeMumyeckas KoarysonaTums,
TpaBMaTuyecKas (reMoAMNIOLMOHHAA) KoaryionaTua,
TpomboLuuToneHus, TpoMboLuTonaTus, NpuobpeTeHHble
HapyLleHMA CUCTEMbI FreMOCTa3a, Hac/1eiCTBEHHble
HapyLUeHMA CUCTEeMbI reMoCTasa, aHTUGOCPOANNUAHBIN
CUHAPOM, reModuauns, 6onesHs Bunnebpanaa,
nepuonepaLmoHHbIi MOHUTOPUHT, OCTpas MaccMBHanA
KpOBOMOTEpS, LUOK
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Abstract

Perioperative coagulation disorders pose a serious
risk of life-threatening complications. The article pres-
ents methodological recommendations of the Federation
of Anesthesiologists and reanimatologists of Russian
Federation for the perioperative management of patients
with disorders of the hemostatic system, which summariz-
es aspects of both diagnosis and assessment, and intensive
care of congenital and acquired disorders of the coagulation
system in the perioperative period. The literature search
focused on meta-analyses and randomized controlled tri-
als, but also included registries, non-randomized compar-
ative and descriptive studies, case series, cohort studies,
systematic reviews, and expert opinion. The principles
of perioperative management of disseminated intravascular
coagulation syndrome, hepatic, uremic, traumatic, septic
coagulopathy, acquired thrombocytopenia and trobocy-
topathies, antiphospholipid syndrome, hemophilia A and B,
von Willebrand disease and other pathologies are described.
For each recommendation, the level of certainty of the ev-
idence and the level of strength of the evidence are pre-
sented. The recommendations were developed by experts
in the field of perioperative patient management for anes-
thesiologists and intensive care physicians as a help in mak-
ing clinical decisions; the final decision for a particular pa-
tient is made by the attending physician.

KEYWORDS: disseminated intravascular coagulation
syndrome, hepatic coagulopathy, uremic
coagulopathy, traumatic (hemodilution) coagulopathy,
thrombocytopenia, thrombocytopathy, acquired
disorders of the hemostatic system, hereditary disorders
of the hemostatic system, antiphospholipid syndrome,
hemophilia, von Willebrand disease, perioperative
monitoring, acute massive blood loss, shock
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TepMuHbI U onpegeneHus

Koaryronarust — 11060e U3MeHeHUe UIU HapyIIeHnue
CHCTEeMbI TeMOCTa32, IPUBOJsIIee 1160 K KPOBOTEUEHHUIO,
1160 K 06pa3oBaHui0 TPOMGOB, IGO0 K TOMY U PYTOMY.

TpoM6opUINA — MATOJIOTUIECKOE COCTOSIHHUE, BbI-
3BaHHOe KOMOHWHamueil (aKTOPOB PHCKA, peajH30BaH-
HBIX pasBUTHEM TpoM6o3a (TpoM6GO30B), 0OBEKTHBHbIE
CBeZieHHsI 0 KOTOPOM (KOTOPBIX) MOTYT OBITH HOJIyIeHBI
B HACTOSAIIMHA MOMEHT HJIH 110 ZaHHBIM UHAVBUAYAILHOTO
aHaMHe3a.

TpoM0603 — IPIKU3HEHHOE BHYTPUCOCYAUCTOE 00pa-
30BaHKe MacC GUOPHHA C KANHUIECKUMY CUMIITOMAMHY Of-
HOU n/m 60/iee ApTEPUATBHBIX M/ WUIN BEHO3HBIX OKKIIO3UI
U BBIAB/IeMOe BU3YaIbHBIMU METOAAMU UCC/IeOBAHUA.

ABC-cuHApOoM — IprHoOpeTeHHOe HapyIlleHIe CBEPTHI-
BaHHA KPOBH, COIIYTCTBYIOIIee KpDUTHIECKOMY COCTOSHHUIO,
[IPX KOTOPOM ITOTPEOG/ISIOTCST KOMIIOHEHTHI CBEPTHIBAOIIEH
U IPOTHBOCBEPTHIBAIOIIEH CHCTEM KPOBH B KOTOPOE MOXKET
CONPOBOXKAATHCS KAK KPOBOTEYEHUEM, TAK U MUKPOTPOMGO-
3amu. /IBC-cuHApPOM XapakTepusyeTcs BHYTPUCOCYAUCTON
aKTHBaIllel KOaryIAldd B pesyabTaTe AeHCTBHUS pa3iud-
HBIX (akTOpOB Ha (OHE MOTEepU CAMOKOHTPOJIA CHCTEMbI
reMoCTa3a, IPUBOAAIINX K HAPYIIECHHIO MUKPOLIUPKY/IALIAN
C Pa3BUTHEM OPTaHHOH AMCHYHKIUH.

TpoMOOIMTONEHNsA — COCTOSHHE, XapaKTepU3yIolee-
Cs1 CHIDKEHHEM KOJIMYecTBa TPoMOonuToB Hipke 150 x 10°/1.

TpoMOODHUTONATHA — HAPYLIIEHHEe CUCTEMBI TeMOCTa-
32, B OCHOBE KOTOPOTO JIEKUT AUCHYHKIMSA TPOMOOIUTOB.

Boae3ns BureGpanga — BpOXXZeHHOe HapylIeHUE
CBEPTHIBAEMOCTH KPOBH, IIPOABJAONIeeCS H3MEHEHU-
€M KOHIIEHTPAallWH, CTPYKTyphl mau (QyHKOuUu (axropa
BuieGpanga.

DOI: 10.21320/1818-474X-2024-1-7-46

¥ Forcitation: Zabolotskikh I.B., Sinkov S.V., Bulanov A.Yu.,
Vorobyova N.A., Eremenko A.A., Kuzovlev A.N., Kulikov A.V.,
Lebedinskii K.M., Popov A.S., Roitman E.V. Perioperative
management of patients with hemostatic system disorders.
Methodological recommendations of the All-Russian
public organization “Federation of Anesthesiologists
and Reanimatologists” and the National Association
of Specialists in Thrombosis, Clinical Hemostasiology
and Hemorheology. Annals of Critical Care. 2024;1:7-46.
https://doi.org/10.21320/1818-474X-2024-1-7-46

Received: 14.10.2023
Accepted: 08.11.2023
Published online: 27.01.2024

DR

Temodmamusa — Hac/efCTBEHHOE 3200/€BaHUe KPOBH,
KOTOpO€ BBI3BAHO BPOK/JEHHBIM OTCYTCTBUEM HUJIU YMEHb-
IIeHIeM YPOBHA (PaKTOPOB CBepThIBAHUSA KPOBH.

TpomMGoTHYecKHe MHKPOAHTHONATHH — IIATOJIO-
TUYeCKrue COCTOSIHUS, XapaKTepU3YIOLUuecs: TpoMOoru-
TONeHHeH, MUKPOAHI'MONATHYeCKOU TeMOJIHTUYeCKOH
aHeMHeH U PACIPOCTPAHEHHBIM TPOMOO30M MEIKUX KPO-
BEHOCHBIX COCY/IOB, C/IeJCTBUEM 4eTo SB/IseTCS Iporpec-
cupylolee MOBpeXAeHUEe U HelOCTAaTOYHOCTb Pa3INYHbIX
OpraHoB.

1. KpaTtkasa nnpopmauus

Vi3MeHeHHsT B CHCTeMe TIeMOCTa3a COIPOBOXAA-
IOT IPAKTUYECKU JI000€e ONepaTHBHOE BMEIIATEIbCTBO.
Hx HAIIpaB/J€HHOCTDb U BBIPAXKEHHOCTD 3aBUCAT OT MHOI'UX
(bakTOpPOB: OT XapakKTepa MATOJIOTUH, 00beMa U TPaBMa-
TUYHOCTH OIEPATHBHOTO BMEIIATEJbCTBA, OT OPraHO-
cnenuduIecKux mapamMeTpoB (pasHble OPraHbl U TKAHU
06./1a210T pa3INIHOM TPOMOONIACTUHOBOM 1 PpubpuHO-
JUTAYECKOW aKTUBHOCTHIO), OT WHAUBHUAYAJIBHBIX OCO-
OeHHOCTe MaIeHTa, OT HCII0Ab3yEeMBIX KOMIIOHEHTOB
aHEeCTe3H0IOTUYECKOro mocobus u T.7. Bpauy anecresno-
JIOTy-pEaHHMATOJIOTY B COOTBETCTBUH C PO ECCHOHAD-
HbIM CTAaHAAPTOM HeO6XOAI/IMO BBIABJIATH 1 KOPPUTHPOBATH
JKU3HEYTPOJKAIOIUe HAPYIIEHUsI B CHCTEMEe reMOCTasa
B IIEPHOIEPANOHHOM IIEpHOJE, KaK B BHAE KPOBOTEUe-
HUH, TaK U B BU/e TPOMO030B. DTO MOTYT GBITH BPOXK/EH-
HbI€e U IPHOOpPETEHHbIE HAPYIIEHHSI C Pa3INYHON STHOJIO-
rHell U MaTOT€HEeTUIECKUMH MEXAHU3MaMHU, TPeGyroiue
crenupruIecKoro JedeHusl.
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2. DTMONOrnA N NaToreHes HapyLIeHUN
CcUCTeMbl reMocTasa

CHHZPOM A CCEMHHHPOBAHHOT'O BHYTPHCOCYAHCTOTO
cBeprhiBanus (JBC) KpoBU sIB/sIETCST OAHUM U3 Hanbostee
4aCTO BCTPEYAIOUIUXCS HAPYIIEHUH CHCTEMbl reMOCTa3a.
CuHZPOM XapaKTepH3yeTCs PacCesIHHbIM BHYTPUCOCYAU-
CTBIM CBEPTHIBAHHEM KPOBH, 00pa30BaHHEM MHOXECTBA
MHKDPOCTYCTKOB GUOpHHA U arperaros KjaeTok (TpoMGo-
IIITOB, SPUTPOLUTOB, JEHKOI[UTOB), KOTOPble 0OPa3yIOTCs
B KaITWLIIPAX U BBI3BIBAIOT 0/I0Ka/ly MUKPOIIUPKY/IATOPHOTO
pycsa opraHos [1, 2].

Cuauraercs, 4to [JBC-cuHApPOM BO3HUKAET B pe3y/bTare
ancbaTaHca MEKAY CUCTEMAaMHU KOATY/ISIIUN U aHTUKOATy/IsI-
IIUH, C OAHOM CTOPOHSBI, ¥ GUOPUHOINZOM — C APYTOi. ITO
CTAQHOBUTCSI IOHSITHBIM, €C/IM YI€CThb, YTO TPOMOUH, IIpej-
CTAB/IAIOLINN KOATY/IIIMOHHYIO CUCTEMY, U IUIa3MUH, XapakK-
TepU3yIOLHi QUOPHHOINTHIECKYIO CHCTEMY, SB/ISTIOTCSI KJIFO-
4eBbIME Meguaropamu /IBC-cunapoma. TpoMOUH IPUBOAUT
K [IaTOJIOTIYeCKON BHY TPUCOCYAUCTOM IUPKY/IALIIN CTYCTKOB
¢GubpuHa, OTIOKEHUIO UX X TPOMOOIUTOB B 30HE MUKDPOLHP-
KY/ISILAY, K HOTpebIeHu0 GaKTOpPOB Koary/siiuu. I1masmMus
paspyuraet ¢pubpuroreH, pubpuH u HaKTOPHI KOATY/LIIIUH,
npousBoast GUOPUH-MOHOMEpPBI U HMPOAYKTHI A€TrPajaliui
¢ubpuna, BKIr0uass D-gumeps!, xapakrepusle At /[BC-
cuHapoMa. AktuBanyst pubpHUHO/IN3A IPH IPOKOAT Y/SIHTHOM
CABUTe SIBJISETCS] KOMIIEHCATOPHOU peaKIjiell OpraHu3Ma, Ha-
IIpaBJIeHHOM Ha BOCCTAHOBJIEHHE COCYAMCTOHN IPOXOANMO-
CTH U IpeAOTBpallleHHe MOJMOPraHHON HeJOCTaTOYHOCTH.
B T0 >xe BpeMsi reHepaIM30BaHHAs IHIIepaKTUBaIys Gpudpu-
HOJIA32 MOXKET caMa IIo cebe ABIAThCA HHAYKTOpOoM /BC-
CHHZApPOMA, HAIpHUMep, NpH JeHKO03aX, MPOCTaTIKTOMUH,
HCKyCCTBEHHOM KpPOBOOOpAIleHNH, ITeYeHOYHOH HeAOCTa-
TOYHOCTH, //TATE/IbHBIX OTIEPATUBHBIX BMEIIATEIbCTBAX [3-5].

ABC-cungpom — Hecrienuduueckoe HapylleHUE CH-
CTeMBI I'eMOCTa3a, ABJAINeecs Hanboiee JaCTHIM OCIOXK-
HeHreM OOJIBIIMHCTBA ITATOJOIHYECKUX IPOIECCOB, KO-
TOpOeE, B CBOIO OYepe/ib, CTAHOBUTCA BaXKHEHIIUM 3BEHOM
MeXaHU3Ma IPOrPeCcCUPOBAHUS, PE3KOT0 OTATOIIEHHs, a 3a-
JACTYIO U HeOJIATOIPUATHOrO UcxoAa 6osesnu. Haubosee
4acThle IPUIMHBI pasBuTHA /I BC-cuHApOMa ITpe/CTaB/IeHbI
ke [1, 2].

IoBpexzeHue TKaHEeM:

TPaBMBI;

pasapobieHust/ Kpali-CHHAPOM;
MIOBPEXK/eHU [[eHTPa/IbHOI HePBHOM CUCTEMBI;
TEeIJIOBOU yAap;

OXXOT'H;

reMOJUTHIeCKUe TPaHC(Y3HOHHbIE PEeaKIUH;
0CTpOe OTTOpKEHHE TPAHCILIAHTATa.
Heomnasus:

= paK;

= JeHKeMHs;

®  XUMHOTEpAIHs PaKa;

®  PACHaJaoUIAsACs OIyXOJb.
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Hudexnnu:
IPaMIIOIOXKUTE/IbHbIe GAKTEPUH;
rpaMOTpHIaTeIbHbIE OAKTEPUN;
CIIHPOXETBHI;
PHUKKETCHY;
IIpocTeHIue;
rpubBbI;
BUPYCHIL.
AKymepckas IaTOJIOTHA:
m  IpeXAeBpeMeHHas OTCIOHKA IIalleHThI;
m IpeAJeKaHHe IJAIleHThbl, HapyImeHHUs IIaleHTa-
I[UH, BpaCTaHHUeE ILTAICHTBI;
3aMepiiast GepeMeHHOCTb;
AMOOJIHS OKOJOILIOAHBIMY BO/IAMH;
ATOHUSI MaTKY;
npepbiBaHKe OepeMeHHOCTH (TeparneBTUIecKoe);
recTos.
ITpoune NpUIKHEI:
IIIOK;
yTOI/IEHNE, 0COOEHHO B IPECHOU BOJE;
JKUPOBast 3MOOJIHS;
aHeBPH3Ma aOpThI;
TUTAHTCKHE [eMAHTHOMBI;
YKYCBI HEKOTOPBIX 3Mel.
ITo garubM Bopobbesoit H.A. [6], o6HapyskeHa CBs3b
TOJIMMOP(PHBIX TOMO3UTOTHBIX BAPHAHTOB reHa PAI-1 ¢ Kiu-
Hu4deckol TsoxecTbio ABC-cunzpoma. Aness 4G rera PAI-1
BCTpedaeTcs y nanueHTos ¢ /ABC-cunApoMoM, A1 KOTOpo-
ro XapaKTepHa 3HAaYUTe/bHAs JelpeccHs aKTUBHOCTH (u-
OpuHO/IN32 ¥ MAKCUMA/bHAsI BBIPAXKEHHOCTh CHMIITOMOB
ITOH.
Kaaccudpukanus /[BC-cungpoma [7]:
m  sBHbIH (kauaHYecKuit) JABC-cunzpom (xapakrep-
HO Ha/IN4Ue reHepaIn30BaHHOTO UM JIOKAJIbHOTO
TPOMOOTEMOPPArHIECKOTO CHH/POMA);

= HesBHbIH (1aGoparopusiit) JBC-cungapom (xapak-
TEPHO Haju4He Ja0OpAaTOPHBIX HApyIleHHHd 6e3
KJIMHAYIECKOU MaHU(DECTAIIN).

MNeyeHo4Han KoarynonaTua

MexaHU3MbI pa3BUTHS [8]:

®  CHIDKeHHe CHHTe3a (aKTOPOB reMOKOATY/IAINH;

m CuHTe3 AedeKTHBIX (aKTOPOB I'eMOKOATY/IALHU
(HampuMep, aTOOTHYECKUH PUOPUHOTEH);

s gebunut Buramuna K (muieBoit geduuut, Hapy-
IIEeHHBbIH CHHTe3 BUTaMUH K-3aBuCHMBIX (akTO-
POB, HEXBaTKa JKEIYHbIX COJIeH — OOCTPYKTUBHAS
JKETYXa);

= TpombonuromeHus (TUIEPCIIEHN3M C CeKBeCTpa-
Ijiell TPOMOOIIUTOB, CHIDKEHUE IPOAYKIIUH TPOM-
0OI03THHA);

®  CHIDKEHHas Jerpajalisi akTUBUPOBAHHBIX (aKTO-
pos koarysaiuu ([JBC-cungpom);

m  IOBBINIEHHAA aKTUBANYA GUOPUHOIUTHIECKON CHU-
cremMbl — runepubpuHOIN3.
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K/mHr4eckas xapaKTepUCTHKA: SKXUMO3BI, XKeTYA04HO-
KHUIIleYHble KPOBOTEYEHHS, KPOBOTEUYCHHE U3 BAPUKO3HBIX
BE€H, HOCOBOE KPOBOTEYEHHE, KPOBOTOYUBOCTD U3 MECT Be-
HOIIYHKIIHH, KpOBOTEUEHNU S, BRI3BAHHbIE APYTUMH IIPOIIeAY-
paMu.

YpeMuyeckas Koarysionarus

JAucdyHKIus TPOMOOIMTOB U CHI)KEHUE B3aUMOZeH-
CTBUSI CTEHKH COCyZa U TPOMOOIUTOB (OAUH U3 BO3ZMOXKHBIX
MeXaHH3MOB 3TOI'0 — IIOBBIIIIEHHE CHHTEe33a OKCHZA a30Ta
SHZOTe/NNeM) — OCHOBHBIE IIPUYUHBI KPOBOTEYEHUH NPU
ypemun. Arperarysi TPOMOOIUTOB MOKeT HHIHOUPOBATH-
s TAKMMHU BellleCTBaMHU, KaK I'yaHH/IUH, THTapHASA KUCJIO0TA,
(deHO/IbBI, MOYEBHHA U «MOJIEKY/IBI CpeAHEeH MacChl» B KOH-
[eHTPANXAX, 0OHAPYKEHHBIX IpU ypeMuu. OCTaTOIHOE KO-
JINYECTBO IIPenapaToB IPYIIIbI lellapuHa, HUCI0Ib3yeMOro
IIpY reMO/aIN3e, TAKKe MOXKeT BHOCUTD BK/Ia/l B TeMOppa-
rudecKue MposBaeHus npu ypemuu. OnpezeleHHbIN BKIaJ
B TeMOpparuy BHOCHT aHEMHUS: IOCJe IeMOTpaHcy3uu
YMEHbIIAeTCs BpeMs KPOBOTEYeHHs U IeMOpparudecKui
CHHZAPOM. DPUTPOLMTHI ABJAIOTCA BALKHEHIIUM 3BEHOM
(YHKIMOHUPOBAHUS CUCTEMBI TeMOCTa3a: OHU MOAYIUPYIOT
OTBET aKTHBUPOBAHHBIX TPOMOOIUTOB, aKTUBUPYIOT LIOT
TPOMOOIINTOB, YCHAHBAIOT BbIPAOOTKY TPOMOOKCaHa A,
U ABJAAI0TCA goHaropamu A/[®; kpome TOro, OHU BBITEC-
HSIIOT TPOMOOLUTHI O/IFDKe K CTEHKE COCYAA C YBeIMIeHUEM
HX KOHIIEHTPAIUH B JAHHOH «I]eJIeBOM 30He» 40 CeMUKPAT-
HOM 10 OTHOIIEHUIO K 3Ha4Y€HHIO, OIIpe/e/IIeMOMY IeMaTo-
JIOTUYECKUM aHaIu3aTopoMm [9-11].

Y manueHToOB C ypeMuel BBIPaKEHHOCTb HapyIIeHUs
GYyHKIHM TPOMOOIIUTOB KOPPEIUPYET C TSUKECTHIO YPEMUH
n anemun. Ha poHe ypeMun HapyImaeTcs aAresus, aKTHBAIINAL
U arperanysi TpOMOOIINTOB U IIOBBIIIAETCS IPOAYKIIHSI TPOM-
Goxcana A,. Bpemst CBepThIBaHISI KPOBH Y GO/IBIIMHCTBA -
I[EHTOB C ypeMuel yBenduBaeTcs 40 30 muH u 6oee [12].

TPaBMaTVI‘-IECKaﬂ KoaryJsonatua

ITprMepHO Y TPETH BCEX MAIIMEHTOB C TPABMATHIECKHU-
MH KPOBOTeYeHUsIMU TP FOCIUATAIU3ANNN AUATHOCTUPY-
IOT KOATY/IOMATHIO. JTa TPYINa IAI[HEeHTOB JAeMOHCTPHU-
pyeT 3HaUYUTeNbHOE yBeAHdeHNe YaCTOTHI TOJHOPTraHHOM
HEZ0CTATOYHOCTH U CMEPTH I10 CPABHEHHIO C MAIMEHTAMHE
C IIOXOXXMMHU TPAaBMAMU IIPU OTCYTCTBUM KOATYIOMATHH.
PaHHssT OCTpas KOAryJ0naTus, CBsI3aHHASI C TPaBMaTH4e-
CKUM IIOpaKeHHeM, Oblia IPU3HAHA MHOrO(AKTOPHBIM
[EPBUYHBIM COCTOSIHHEM, KOTOPOE SIBJISETCS PE3Y/IbTATOM
COYeTaHUs IIOKA, BBI3BAHHOIO KpOBOTedYeHHEM, obOpa-
30BaHMsI KOMILIEKCA TPOMOUH-TPOMOOMOAY/INH B TPAaB-
MHUPOBAaHHOH TKAaHM W aKTUBAUUU (QUOGPUHOIUTHIECKUX
U AQHTHUKOAry/IIHTHBIX MexanusMmoB (IIpuioxkenue 1 oH-
JaiH-Bepcun craTbu) [13]. Pasindnbie GakTOphI OKa3bl-
BAIOT BJISIHUE HA TSDKECTh HAPYIIEHHsI [eMOKOAT Y/ISIIIHH.
C 0/HOH CTOPOHBI, KOATY/IOIATUS 3aBUCUT OT BJHSIHUS
(baKTOPOB OKpY’KAIOLIeH CpeAbl U TEPAIINU, KOTOPbIE CII0-

COOCTBYIOT pa3BUTHUIO al[i/l03a, TUIIOTEPMUH, A0,
runonep@y3uyu U UCTOINEHUIO (aKTOPOB CBEPTHIBAHHS
kpoBu. C ApPyrod CTOPOHBI, 3TO COCTOSIHUE U3MEHAETCs
10, BJAMSHUEM WHAUBUAYaJIbHBIX (aKTOPOB IAI[UEHTA,
BKJIIOYAs FeHeTHIeCKUH (OH, COIyTCTBYIOMYe 3a00/1eBa-
HUs (B 9aCTHOCTH, BOCIIAJIEHHUS) U JIEKAPCTBEHHBIE CPeJ-
CTBa, 0COOEHHO IIepopa/IbHbIE AHTUKOAI'Y/SIHTBI U BBE/e-
HUe )KAJAKOCTH Ha JOTOCIIUTAIbHOM 3Talle.

Dyer et al. [14] 8 npocniextusrom PKU (n = 37) ycraHo-
BUJIM, YTO TPaBMaTHUYECKOE IIOBPEXAEHIE aCCOIUIPOBAHO
C TIOBBIIIEHHOM SKcTpeccuel pakropa Buinebpanzga (OPB)
U CHIDKEHHOM KCIIpeccuel 1 aKTUBHOCTBIO MeTaL/I0IPOTe-
nHa3pl ADAMTS13. 9Tu u3MeHeHus IPUBOAAT K TOMY, 4TO
y TaKHUX [TAIIA€HTOB B KPOBU IPUCYTCTBYIOT YIBTPAKPYIIHbIE
mysibruMepst Mosekyl @B (UL-VWF), koTopsle COXpaHsi-
IOTCS B TedeHHe 24 4 Iocje TOCHHUTAIA3ANNN IallueHTa.
Huskas aktusHOCT ADAMTS13 Ha MOMEHT OCTYILIEHUS
[aIlAeHTa B CTAI[IOHAp KOpPeINpPOBa/a C IPU3HAKAMU K/IH-
HUYeCKOH KOary/IONATHU U ABJIIACh He3aBUCUMBIM IIPE/H-
KTOPOM KOary/l0IaTuu.

TpoMmbouuToneHnm

Boize/s110T TpH 11aTOPU3HONIOrHIECKUE IPUINHBI Pa3-
BUTHSI TPOMOOIUTOIIEHHH: HAPYIIEHNE IPOAYKIMU TPOMGO-
IJUTOB, IlepepacipeseieHre TPOMOOIUTOB B YCKOPEHHOE
ux paspymenune (IIpunoskenue 2 OHJIAHH-BEPCHU CTATHH)
[15, 16].

TpoMGouuToneHuss He HMeeT KAKUX-IM0O CIeru-
$uYeCKUX CHMIOTOMOB X KJIMHUYECKUX IPH3HAKOB.
EAMHCTBEHHBIM XapaKT€pPHBIM NPU3HAKOM TPOMGOIUTO-
[IeHUH SIB/ISE€TCS TOsIBJIEHUE [IeTeXUaIbHON ChINU Ha KOXKe
M CTU3UCTHIX 060109KaX. ChIllb 0GBIYHO HANOOIEE BBIPAKE-
Ha Ha KOXXK€ HIDKHUX KOHEYHOCTeH (13-3a BBICOKOTO THU/PO-
CTATUYECKOTO JAABIEHUS).

HapyiueHue npoAyKiuu TpOMOGOLUTOB MOXKET ObITH
00YyC/I0B/IEHO TOBPEKAEHNEM KOCTHOTO MO3TI'a, B 9TOM CJIy-
Jae CTPaAAIOT BCe TPU reMOIIOITUIECKUX POCTKA U Pa3BU-
BAeTCs AIlJIa3Us KOCTHOTO MO3ra (an/IacTUdecKasi aHeMUs).
VMeHbIIEHIE COAEP)KAHUSI MEraKapHOIUTOB B KOCTHOM
Mo3re HabII04aeTCsI BO BPeMsI JIy9€BOH U XUMHOTEPATUH
3/I0Ka4eCTBEHHBIX HOBOOOPA30BaHUM; B pe3yjbTaTe Jei-
CTBUS psiZia TOKCHYECKUX BEIECTB, HampuMmep GeH30.a
U MHCEKTUIU/OB; [IPY IPUMEHEHNH Psiia JIEeKapCTBEHHbBIX
[IPeapaToB — THA3UAHBIX JUYPETUKOB, CIIHPTA, SCTpPOre-
HOB; IIPY BHPYCHBIX TemaTuTaX. MHQUIBTpALUsI KOCTHOTO
MO3ra 3/I0Ka4eCTBEHHBIMH K/JIETKAMU TOXe BBI3bIBAET Ha-
pyuerre TpoM6omnossa. Omyxoau caMOH KPOBETBOPHOM
CUCTEeMbI — MHU€JIOMa, OCTPBIH JeHK03, TUMPOMa, a TAKKE
MuestonpoudepaTuBHble 3a601€BaHIS TAKCKE YaCTO IPUBO-
AAT K HAPYIIEeHHsIM TPOMO0II0932; PeKe BCTPEYAr0TCs MeTa-
CTaTHYecKast KapiuHoMa u 6oste3up Lome. HeadpexrupHbIi
TPOMOO01I093 HABII0AAETCS TAKXKE TIPH AePUIIUTE BUTAMU-
Ha B, 1 $0/MeBOI KUCIOTHI, BK/IIOYAst HAIJHEHTOB C aJIKO-
TOJIM3MOM U HApYIIEHUsMH MeTaboan3Ma GoIneBOn Kic-
JIOTHL. B mociezHeM ciydae Bce HapylIeHUsT 0OPa30BAHUS
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PEKOMEHZALINW

TPOMOOITUTOB GBICTPO PETPECCUPYIOT Ha HOHE AZEKBATHON
BUTAMHUHOTEDAIINU.

K 3a60;1eBarusM, 0GYCIOBAEHHBIM IOBBIIIIEHHON CKO-
POCTBIO paspyLIeHHst TPOMOOIINTOB HEMMMYHHOH IIPUPO-
ZIbI, OTHOCSITCST TPOMOOTHYECKAS TPOMOOI[UTOIEHNIECKAST
nypiypa (TTII), reMOJIUTHIECKHUH YPEMUIECKAN CUHAPOM
(T'YC) n HELLP-cunapom. HecMOTpsi Ha TO 9TO aTOreHE3
KQK/|0T0 U3 3TUX 3260/I€BAHUH OT/IMYEH OT JPYTHX, BCE OHU
MOT'YT IIPHBOAUTH K TPOMOOOOPAa30BAaHHIO H PA3BUTHUIO OP-
raHHOU HEeZOCTATOYHOCTH.

TpoMmboTuyeckas TpoMmboLmTONneHNYeckas nyprnypa

B cumnromokommiaekc TTII BxogAT: JuUXOpajka;
TpoMbGonuronenus: 6e3 s1abopaTopHbIx mpusHakos /JBC
(mopmanbubte IITB, AUYTB u coaep:kaHne GpubpuHOre-
Ha); MHO)X€CTBEHHbIE OKK/IIO3HM MEJIKUX KPOBEHOCHBIX
cocyzoB (CrycTku TPOMGOIIMTOB) C MOPAKEHUEM ITIOYEK,
I[eHTPaTbHON HepBHOM CHCTEMBI, HHOTAQ — KOXHU U J¥C-
TaJbHBIX CETMEHTOB KOHEYHOCTEeH; MUKPOAHTHOIaTH4e-
CKasi reMOJUTHIeCKast aHeMusl (C/IeACTBHE MeXaHINIeCKOH
¢dbparMeHTaIu SPUTPOLUTOB IIPU IPOXOXKACHUNU UX depe3
3aKyIIOpeHHbIe TPOMOOIUTaMU apTeprosl). OfHAKO HaU-
6osee 9acTO HAGIIOAAIOTCS TPU CUMIITOMA: (PparMeHTaIus
PUTPOLUTOB, TPOMOOI[UTONEHNS U IIOBBIIIEHUE YPOBHS
JIAKTAaTAETu/pOTreHassl B KDOBU BC/I€ACTBHE [eMO/IN32; Ha-
JIUYUS 3TON TPUA/ABI CUMIITOMOB JOCTaTOYHO A IIOCTa-
HOBKH guarHosa. TTII MoxeT mopakaThb Iie/ble CEMbH;
MOXKET HOCUTH CIIOPAAUIECKUH XapaKTep U BO3HUKATH Oe3
BuANMON npuunHsb! (uanonaruieckast TTII); mpuHUMATH
XPOHUYECKUH PeluAUBUPYIOMINH XapaKTep; pasBUBATbCS
KaK OCJIO’KHEHUe 110C/Ie TPAaHCIJIaHTalluM KOCTHOT'O MO3Ta
WJIM KaK TOOOYHBIH 3G (eKT pH JIeIeHUH THKIOIUATHOM,
muromunuHoM C, mHTep(dEepOHOM-A, NEHTOCTATHHOM,
reMIUTAaOMHOM, TAKPOIMMYCOM MU LHUKJIOCIOPHHOM.
TTII — 3T0 HauboOIEe IPKU IPHMEp HOBBIIIEHHOTO pas-
pyleHus TpoMGOLUTOB BCIEACTBYUE X AKTHBAINH, arpe-
ranuu ¥ TpoM6006pa30BaHUs C PA3BUTHEM OPraHHOM He-
AOCTAaTOYHOCTU. B OCHOBe maroreHesa JIeKUT CHIDKEHHE
AKTUBHOCTH IIPOTea3bl, OTBETCTBEHHOH 3a OHOZAerpaja-
nuio OB (zepunur ADAMTS13), 06yCI0BIEHHOE MyTa-
el kogupytomero ee reHa ADAMTS13; ato npusogut
K TOMY, YTO B KDOBHU IIOCTOSIHHO LIUPKYIUPYIOT CBEPXKPYII-
Hble My/IbTHEMepbl OB.

leMONNTUKO-ypEeMUYECKUIA CUHAPOM

I'YC Haubosiee 4acTO pa3BUBAETCS Y AE€TeH C Auapeew,
o6ycaoBaennoi Escherichia coli wiv poACTBEeHHbIMY €i1 Gak-
TepusiMu. 3a60ieBaHNe HAYNHAETCSI C PA3BUTHS [IOYEYHOH
HeZ0CTaTOYHOCTH; TPOMOOIIUTOIICHHUS U aHEMHUS BBIpaKe-
HBI He TaK 3HAYUTe/IbHO, Kak ipu TTII, kpome TOTO, OTCYT-
CTBYeT HEBPOJIOTHYECKAsI CHMIITOMATHKA. 32 HUCKII0UYCHHEM
PeAKHX cay4aeB Tsokes1oro TedeHusa I'YC y HOBOpOXK/I€HHBIX,
poBegeHus wasMadepesa win Tpancysun C3I1 He Tpe-
Oyercst. B 60pIIMHCTBE CIydaeB 32601€BaHIE PETPECCHPY-
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€T CaMOCTOATENIbHO Ha (POHE reMOANATN3HON OAAEPIKKH,
YpOBEHb CMEPTHOCTH COCTaBjAeT MeHee 5 %. Hanportus,
y B3pOC/IbIX IpU HHPUIupOoBaHuu E. coli MOXKeT pa3BUBATH-
cs1 cuHApoM, covetatomuii B ce6e yeptel ['YC u TTII ¢ He-
CKOJIbKO MeHee BBIpaKeHHBIM IIOpayKeHHEM II0YeK. YPOBEHb
CMEpPTHOCTH CpeAH ZieTel CTapIIero BO3pacTa ¥ B3POCIBbIX
6oJtee CyIeCTBEHHBIH, IIOATOMY JI€9€HHE JO/DKHO BKIIOYATH
W TeMO/MA/IN3, U I11a3MO00OMEH.

HELLP-cuHapom

TpoMOGOUUTOIIEHNsT YACTO OCJAOXKHSIET TedeHHe Oe-
peMeHHOCTH. Bo Bpemst GepeMeHHOCTH y 6-7 % SKEHIUH
Hab/Ir0AaeTCsl yMepeHHas TpoMmboruToneHus (ypoBeHb
tpomMbouutoB ot 70 zo 150 X 10°/1) — oHa sABIsETCS
CIeACTBUEM TeX JKe (PH3MOJOTHMYecKUX M3MEHEHUH, YTo
JIeXAT B OCHOBE Pa3BUTHs AUIIONMOHHON aHeMuu Gepe-
MeHHBIX. Y 1-2 % GepeMeHHbIX TPOMGOIUTONEHNS COTe-
TaeTcA C TUnepTeH3uel, a y 50 % KeHIIUH ¢ IpesKJIaMII-
cHell 1 K MOMEHTy pozoB pa3Buaercs /[BC-nozobHoe
COCTOSIHHE C TsDKeJoH TpombornuroneHueil (ypoBeHb
TpoMbonuTos 20-40 x 10%/1). DTO cOCTOSHME MOIYYH-
710 Hazpanue HELLP-cuHAPOM: TeéMOJHA3 3PUTPOLUTOB
(H — Hemolysis) coderaercst ¢ IOBbINIEHHEM YPOBHS IT€-
yenounbix pepmentoB (EL — Elevated Liver enzymes)
u TpombGoruronenueir (LP — Low Platelets). C Toukn
3penus narodusuosoruu HELLP-cuHAPOM 0Y€Hb IIOXOXK
Ha TTII. /I1s1 ycuemmHoro se4eHus: He06X0AUMO KOHTPO-
JIIpOBaTh apTE€pHaAJbHOE /JaBJE€HUE ITAINMEHTKH; BbI3A0-
poBJleHrEe 00BIYHO IPOUCXOANUT CAMOIIPOU3BOIBHO ITOCIE
3aBeplIeHus pogoB. OZHAKO y HEKOTOPBIX MAIMEHTOK 110~
cJIe POZOB MOXKeT pPa3BUBAThCA PA3BEPHYTHIH CHMITOMO-
koMmiiekc TTII-I'YC. ITocaepogosasa TTII — aTo Tsoxenoe
yrposkaroliee XXU3HH 3a601eBaHuUe C IIOXUM IPOTHO30M.

YacTo TPOMOOIUTOIEHNSI PA3BUBAETCS [IPU Ay TOUM-
MyHHOﬁ maToJoTuu. TSKecTh ee IIpHU 3TOM 3HAYUTEJIbHO
BapbUpPYyeT. B HEKOTOPBIX CIyYasiX yPOBEHb TPOMOOIUTOB
cHKaercA 40 1,0-2,0 x 10°/1, B APYyrux — He OIyCKaeTcs
uke 20,0 x 10°/1 nau BooGIIe MOXKET ObITH MOYTH HOP-
MaJIbHBIM. /[HarHO3 HIMMYHHOH e CTPYKIIUU TPOMOOIIUTOB
BBICTABJIAETCA HA OCHOBAHUU KJIMHUYIECKUX IIPDU3HAKOB,
yBeJIMYeHU KOJHYeCTBAa PETHKYIAPHBIX (COAepKalux
PHK) TpoMGOLKTOB B KPOBH H YBEJIWYEHUS KOJIHUeE-
CTBa U IIJIOUJHOCTHU MErakKapuouuToOB B KOCTHOM MO3re.
VBesnueHue 06Iel MacChl METAKAPUOLIUTOB B KOCTHOM
MO3re B OTCYTCTBHE IIPOIUX ITPUYNUH CIUTAECTCS IIPpHU3HA-
KOM KOMITEHCAI[UM HU3KOT'O CPOKA JKU3HU TPOMGOLUTOB
B nepuepuIecKOi KPOBH.

JlekapcTBeHHasa ayTOMMMYHHas
TpoMboLumTOneHnyeckas nypnypa

Hekoropble ieKapCTBEHHBIE IIPENnapaTsl CIOCOGHBI BbI-
3bIBATh PA3BUTHE IMMYHHOH TpoMbouuTonenuy. /Jaxe npu
IIepBOM BBE/ICHUU J€KapCTBEHHOI'O IIpelrapara yke depes
HECKOJ/IBKO 9aCOB MOJKET Pa3BUBATHCS TsDKeIAst TPOMOOIH-
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TOIICHIS NU3-3a HAJIUYIHA Y ITAIMEHTa 'OTOBbIX aHTUTEL. Takoe
pasBuTHE COOBITHH C pasHoit yactotol (0-13 %) Hab/rozaeT-
CsI I IPEIMeHeHNH HHruOouTopoB perentopos GPIIb/IIa.
CTuMyIrpoBaTh 0Opa30BAHNE AHTUTE/ CIIOCOOHBI U HEKO-
TOpBbIE APyTUe MpernapaThl: METUIZOMA, CYAb(QaHNTIaAMUBL,
OZTHAKO OHH HE ABJIAIOTCA O6][I/II'aTHbIMI/I rarrTeHaMHu.

lenapuH-MHAYyuMpoBaHHas TpoMboLmTOoneHNs

YV 6OJIPIIMHCTBA HAI[HEHTOB, TOIyJaIonux Hedpakuu-
OHHMPOBAaHHBIH I'ellapuH, B Te4eHUe IIepPBOro e AHA [ocIe
Havyaja ero BBe/eHUs IMPOUCXOAUT YMepeHHOe CHIDKEeHUe
YPOBHSI TPOMOOIIMUTOB — Pa3BHBAETCS IelapUH-UHAYIU-
posanHas Tpomboruronenus (IUT) I tuna (HenMMyHHAsT
I'IT). Ee pasBuTHe BbI3BAHO YMEPEHHBIM YMEHbIIEHHEM
AJUTEIbHOCTH XKU3HUA TPOMOOIIUTOB BCIEACTBHUE ITACCHUB-
HOT'O CBSI3BIBaHUA ¢ He()PaKIMOHUPOBAHHBIM I'elIapUHOM.
Bce HapymeHUs IPeXoAAIIY U KIMHUYECKH He 3HAYUMBL.
Bropas ¢opma I'I'T — I'MT II Tuma, u1u IMMYHHO-OIIOC-
peaoBannast T'UT, — 3acayxuBaeT GOJIBIIET0 BHUMAHHS.
¥ nmanueHToB, HOAyYaloIIKX [IperapaT IPYIIIbl TellapUHOB
6osee 5 AHEN, MOTYT 06Pa30BBIBATHCS AHTHTE/IA K KOMILIEK-
Cy renapuH-TpOMOOLUTAPHBIH (aKkTop 4, KOTOpBIE CIIOCOG6-
HBI CBSI3BIBATHCS C Fe-penenTopamMu TpOMOOLUTOB U 3a1ly-
CKATh AKTHUBAI[UIO U aTPETaIii0 TPOMOOIINTOB. AKTHUBAIHS
TPOMOOIIUTOB BeAET K HOBOMY BBICBOOOK/IEHHIO KOMILTEKCA
remapuH-TpoMGonuTapHoro gaxropa 4 u Kk 06pa3oBaHUIO
MHKPOYACTHL, TPOMGOI[UTOB, KOTOPble 001aal0T IPOKO-
aryIAHTHBIM JelicTBueM. Kommiekc remapus-TpoM6ony-
TapHBIA PaKTOp 4 CBA3BIBAETCS C SHAOTEIHATBHBIMH K/IET-
KaM{ ¥ CTUMY/IUpyeT oOpa3oBaHue TpoMOuHa. In vivo Bce
5TO MPUBOAUT K IOBBIIIEHHOMY ITOTPeGIeHNI0 TPOMOOLIH-
TOB C Pa3BUTHEM TPOMOOIUTONIEHNH U K BEHO3HbIM 1/ MK
aprepuaJbHBIM TpoMOO03aM. BepositHoCTh pazutust TUT
II Tuna BapbUpyeT B 3aBUCUMOCTH OT THIIA U /03I IIpeIa-
para IpyIbl TeapUHOB, a TAKKe OT MIPOAO/DKUTENbHOCTH
renapuHoTepanuy. Y nmanuentos ¢ 'MT Ha poHe npogomka-
IOMIENCs TellapUHOTePANY 3HAYUTEIbHO IIOBBIIIAETCS PUCK
TpoM6030B (abcomoTHbIH puck 30-75 %).

IIpu BBeAeHMH HePAKIMOHHPOBAHHOIO TIellapHHA
Ha NPOTSKeHHU OoJjiee IATH AHeH y MAIlMeHTOB CAeAyeT
PYTHHHO KOHTPOJHPOBAaTh YPOBEHb TPOMOOLUTOB. /[l
puarHoctuku I'MIT II tuma mcmosabsyerca mkaza «4T».
CHKeHHe KoaudecTBa TpoMOoIuToB Goee ueM Ha 50 %
OT UCXOZHOTO YPOBHS BHE 3aBUCHMOCTH OT a0COJIOTHBIX
3HAYEHUN MOXKET CBHAETEe/IbCTBOBATD O MOSIBJIEHUH aHTH-
tes T'UT Il Tumna v AUKTYET HEOGXOAUMOCTD OTMEHBI JIF000-
o Ipenapara rpymibl rellapUHOB U 3aMeHbI €r0 Ha IPSIMOM
HHrUOUTOp TPOMOHMHA HJIH MHTUOUTOP €ro 06pa3oBaHus,
HanpuMmep ¢doHzanapuHykc Hatpusd. Octpas ¢dopma TUT
IT Tuna MokeT pasBHUBATbHCA IIPH IIOBTOPHOM BBEJAECHUHU
JI000r0 Ipenapara Ipymiibl relapiuHoB B TeueHue 20 gHei
IocJie ero oTMeHbl. Ilpy Ha/M4Yuy y narnueHTa aHTUTe I I0-
BTOpHOE BBe/ieHHe JI000r0 Ipernapara IPyIIIbl relapuHOB
MO>KET BBI3BIBATh OCTPYIO PEAKIUIO C Pa3BUTHEM TSDKEI0T0
AWCIHO3, IIOTPSICAIONIEr0 03H002, 0GUIBHOTO TOTOOTAEAE-

HUS, TUNIEPTEH3UN U Taxukapauu. IIpogo/okeHue BBegeHUsS
JMI000r0 mpemnapara IpyInbl relapuHOB TAKUM HAleHTaM
COIPSDKEHO C BBICOKMUM PHCKOM (haTaIbHBIX TPOMOOIMOO-
JIMYECKUX OCI0KHEHUH.,

NMMyHHas (ugnonaTtuyeckas)
TpoMboLuuTOoneHnYeckan nypnypa

Tpom6bonuTONEeHNsI, He CBS3aHHAS C NPUEMOM Ka-
KHAX-IU00 JIeKapCTBEHHBIX IIPENaparoB, HHQEKIHIMU
HJIH Ay TOUMMYHHBIMU 3260/1€BaHISIMA 00BIYHO Kaaccudu-
[UPYeTCs KaK HAUONIATHIECKAsI TPOMOOI[UTOIeHUYeCKast
(ayroummyHHast) mypuypa (MTII). [uarHo3 BbICTaBIISIET-
Cs1 ITyTeM UCK/IIOYEeHU BCeX BO3MOXKHBIX IIPUYHH AeCTPYK-
[[UM TPOMOOIIUTOB HEMMMYHHON U IMMYHHOK THOJIOTHH.
3abo/ieBaHMe Y B3POCIBIX PA3BUBAETCS OCTPO, B OOIBIINH-
CTBe CJIy4aeB IIPOUCXOAUT IIepeX0/ B XpPOHUIECKYI0 popmy
WUTII, upu KOTOPOH A/ MOoAAepKaHUs GOIee HIH MEHee
HOPMAaJIbHOT'O YPOBHS TPOMOOIIUTOB Ha (POHE CHIDKEHUS
AJATEeNIbHOCTH UX )KU3HH IIPOUCXOAUT IIOBBIIIEHHE CKOPO-
CTH NPOAYKIMY HOBBIX TPOMOOIUTOB KOCTHBIM MO3TOM.
Yrposa KpoBOT€4eHHUH BO3HMKAeT JIUIIb IPU OYeHb BBI-
POKEHHOM CHIDKEHUH YPOBHsI TPOMOOIUTOB. JTO OTpa-
)KaeT IIOBBIIIeHHe CKOPOCTH IIPOU3BOACTBA TPOMOOIIUTOB
KOCTHBIM MO3TOM U UX 00Jiee BBICOKYIO (DYHKI[MOHAIBHYIO
aKTHBHOCTb, KOTOPBble KOMIIEHCUPYIOT CHIDKEHHUE J/TUTe/Ib-
HOCTH HX JKU3HH BCJIEACTBHE YCKOPEHHOH /eCTPYKIHU.
Y nanuenToB ¢ xpoundeckoii UTII ypoBeHb TPOMOOIUTOB
006190 cocrasasgeT ot 20,0 7o 100,0 x 109/1. B nauboaee
TSDKEJIBIX CAy4YasiX AJUTENIbHOCTb JKU3HU TPOMOOIUTOB
MOXKEeT YMEHBIIAThCSA A0 HECKOIBKUX AHEN U Za’ke 9acoB;
AECTPYKI[US UX IPOUCXOAUT [IABHBIM 00pa30M B Ce/le3eH-
Ke. CPOK )KHU3HH IIepeTHBAEMbIX JOHOPCKUX TPOMOOIUTOB
TaKXe COKPaIaeTcsl.

TpoMmbouuTtonaTum

ITpro6peTreHnsle HapyIIeHNs: QYHKIUH TPOMOOIUTOB
pa3BHBalOTCA Ha (POHE reMONOITUIECKOH ITaTONIOTHH, CH-
CTEeMHBIX 3a00/IeBaHUN U B pe3y/IbTaTe IpHeMa psja JeKap-
CTBEHHBIX IpenapaTos [15, 16]. 3a4acTyio 5TH HapyIIEHHs
HACTOJIbKO XapaKTepPHbI, 4TO /IS IOCTAHOBKYU AUArHO3a Z0-
CTAaTOYHO JIMIIb HaJIMYHS OIpe/e/1eHHbIX KINHUIEeCKUX yC-
JIOBUH WU CBEJEHUH O IpHueMe TeX UM UHbIX JeKapCTBeH-
HBIX [IpEIaparoB.

Y nanueHToB ¢ MHeIOIpoaudepaTUBHON MaTOIOIHeH
(C UICTUHHOM TOJMITUTEMHUEH, MUEJTONAHON MeTaIlJIa3Huel,
H/MONATHIECKUM Mues10(prbpo30M, 9CCEHINAIBHON TPOM-
GoruTeMUEH, XpOHMIECKIM MHIEIOUAHBIM JIEHKO30M) 9aCTO
Pa3BUBAIOTCS HapyuleHus: GpyHKIKM TPOMOGOIUTOB. Y He-
KOTOPBIX U3 HUX 3HAYUTEIBHO IIOBBIIIEH YPOBEHb TPOMOO-
IIUTOB ¥ UMEeTCS CKIOHHOCTH K IIOBBIIEHHOH KPOBOTOYH-
BOCTH U Pa3BUTHIO apTEpPUAIbHBIX U BEHO3HBIX TPOMO030B
WM U TO, U Apyroe. Y NalueHTOB ¢ HICTUHHON IOJUIUTe-
Muell yBesndeHre oobeMa [UPKYAUPYIOIEN KPOBH U TI0-
BbIIIEHNE €€ BA3KOCTHU CO3/AI0T JOIOJIHUTE/IbHbIE YCI0BUS
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BECTHUK MHTEHCWMBHOW TEPAMUM MMEHN AW

PEKOMEHZALINW

AJIs1 pa3BUTHS TPOMO030B. JIaGopaTOpHbIe MPOsIBIEHHS MO-
I'yT 3HAYUTENBHO BapbupoBarh. Hanboee cyiiecTBeHHbIe
U3 HUX 3aKJ/II0YAI0TCA B HAPYIICHUH a/|peHaTNH-HHAYIAPO-
BAHHOH arperanyuy TpOMOOIIUTOB.

HexoTopsle JjeKapCTBeHHBIe IIpelmapaThl TaKXKe
OKa3bpIBAIOT HeTaTHBHOe B/JHMSHUE Ha (QYHKIUIO TPOM-
6ouuToB. XOpOIIO M3BECTHO O AEUCTBUU HA TPOMOO-
IUTHl alleTH/ICAJUIUIOBOH KHCIOTBI U HECTEPOHAHBIX
npoTuBoBocnaauteabHbix cpegacts (HIIBC). C Toukm
3peHus KJIMHUKHA BCe 3TH Ipemaparhl ABJFIOTCA CJa-
ObiMu HHrHOUTOpaMu (QYHKIME TPOMOGOIUTOB U CAMHU
10 ceGe OOBIYHO He BBI3BIBAIOT TSUKEJIBIX KPOBOTeUe-
Hui. OzHako Ha (OHe AeHCTBUS APYTUX OTArYAIOIINX
¢dakTopoB (IpUMeHEeHNEe AHTUKOATY/ISHTOB, HAPYIIEHNE
gesareapHocTy JKKT, xupyprudeckue BMeIIaTeJbCTBa)
OHH BCe-TaKU CIOCOGHBI IPUBOAUTH K PA3BUTHIO KPOBO-
TeyeHUH. HexkoTopble IUIeBble IPOAYKTHL U MHIEBbIE
n06aBKku (aCKOpOUHOBAsT KUCI0TA, aabda-Tokodepora
aIeTaT, OMera-3 JXKMpHble KHUCJIOTHI, 'PUO KUTAHCKOIrO
YepHOro JepeBa) TAK)Ke MOIYT OKa3bIBaTh 0OpaTuMoe
UHruOupylolee BIUSHUE HAa TPOMOOIUTHI. AJreswuro,
AKTHUBAIUIO U arperanuio TPOMOOIUTOB yrHETAIOT TaK-
JKe MeHUIU/INHGL (KapOeHUIIIIINH, TeHUIU/IINH, TH-
KapIWIJIVH, aMINIWIINH, HaQIU/INH) U Apyrue Gera-
JaKTamMHble aHTHOMOTHUKH (medoTakcum). /Jas1 pa3BUTHS
KpOBOTe4eHUH Ha (OHe BBeAEHHUs aHTHONOTHKOB Tpeby-
eTcs HaJU4He ZOTOMHUTE/IBHBIX OTArYAI0MUX GaKTOpOB,
TaK KaK [IpA Ha3HAYeHUU UX OTHOCUTEJBHO 340POBBIM
HallieHTaM KPOBOTedYeHHH OOBIYHO He Hab/II0AaeTcs.
I'uApOKCUATUIKPAXMA/Ibl B MEHBIIEH CTeIleHU BIUAIOT
Ha arperanuio TPOMOOIUTOB, JaHHBIA 9GP EKT 3aBUCUT
OT MOJIEKY/IIPHOTO Beca KpaxXMaJIOB — HaWMeHbIIee BJIH-
SHHEe Ha QYHKIUIO TPOMOOIMTOB OKa3bIBAIOT HU3KOMOJIe-
kyaspuble (130/0,4) ruAPOKCHITHIKPAXMAJIBL.

Anrrudochommmuzanenii cuaapom (APC) — cum-
ITOMOKOMILIEKC, BK/IIOYAIOIINHN pelUANBUPYIONIIe TPOM-
603b1 (apTepuasbHBIH U/WIM BEHO3HBIH), AKYIIEPCKYIO
[ATOJIOTHIO (Yalle CUHAPOM IIOTEPH II0a) M CBSI3aHHbIH
¢ cuaTe3oM aHTHGOCommHAHbIX anTUTEea (ADJI): aHTH-
KapAuOgUIHHOBBIX auTuTe N (aKJI) 1/1/IM BOIIaHOYHOTO aH-
tukoaryasuTa (BA), n/uin aHTUTE K 0,-IIMKONPOTenHy I
[17, 18]. AOC MoXxeT ObITh IEPBUYHBIM U BTOPHYIHBIM, AB-
JISIETCST MOZE/IBI0 Ay TOUMMYHHOTO TPOM003a ¥ OTHOCHTCS
K TpoMGodunsam.

Karactpoduueckuii anTudochomunuaHplii CHHAPOM
(KA®C) xapakrepusyeTcsi BOBJIEYEHHEM B IATOJOTHYE-
CKHI IPOIlecC MHOTHX OPTAaHOB 32 KOPOTKHUH IIepuoJ, Bpe-
MeHH. ['ucToI0rIYecKas KapTHHA POSBIIACTCS HATMIAEM
OKKJIFO3UM MEJIKHUX COCYAOB, 2 JAOOPATOPHBIMU MapKepaMu
B KpoBH ABIAI0TC ADJI. C TOUKM 3peHus naropU3U0IOTUH
KA®C — TpomMboTHuiecKkass MUKPOAHTHONATHS, XapaKTe-
pusyromasica Audy3HOH TPOMOOTHIECKOH MUKPOBACKY-
jonarueit. Hecmorps Ha To 4T0 yactora KA®C cocrasiser
1 % u3 Bcex cayuaeB ADC, oH OOBIYHO NPE/ACTABJISIET CO-
6011 XKU3HEyrpoKalee cocrosinue, B 30-50 % ciydaes
CO CMepTeNIbHBIM UCX0Z0M [19].

14

HawnGosee yacTpIMU HAC/I€CTBEHHBIMH HAPYIIEHUsI-
MU CHCTEMBI F€éMOCTa34, C KOTOPBIMU MOYKHO CTOJKHYTHCS
B [IEPHOIIEPAIIOHHOM IIepHOZe, AB/AI0TCA [20]:

= TreModuamg A;

= remoduini B;

= 0Oose3np Buwrebpanaa.

B IlpunoxeHUu 3 OHJIAWH-BEPCUH CTAaTbU IIpejCTaB-
JIEHBI JaHHbIE O YACTOTE BCTPEYAEMOCTH HAC/IE/ACTBEHHBIX
KOAr'y/I0IaTHH.

Femodunmna A

TsprecTh Tedenust remodruiim A [21] TecHpIM 0Gpazom
KOppe/IIpyeT C YpOBHeM akTHBHOCTH ¢akropa VIII. IIpn
TSDKEJIOM Te4eHUH aKTUBHOCTh (axropa VIII cocraBisger
meHee 1 % ot HOpManbHOTO AuamaszoHa (<0,01 E//mr),
AWArHO3 0OBIYHO YCTAHABIUBAETCS B PAHHEM eTCTBE U3-32
JaCThIX CIIOHTAHHBIX KPOBOHU3/IUSIHHUI B CYCTaBbl, MBIIIIIbI
1 XKM3HEHHO BaXKHbIE OpraHbl. TakuM manuentam Tpebyer-
€A TIOCTOAHHASA 3aMeCTUTe/IbHAA Tepanu npenaparamu VIII
(daxTopa, u ke Ha (POHe TAKOH Tepaluy COXpaHAETCS Be-
POATHOCTD PasBUTHA IPOrpecCHpyomel fedopMUpPYIOIIeH
aprponarud. Ilpu yposHe ¢akropa VIII 1-5 % ot HOpMaIb-
HOrO 32060/IeBaHIe MPOTEKAeT OoIee MIATKO. TaKkue marueH-
TbI IIO/IBEP>KEHBI MTOBBIIIEHHOMY PUCKY I'eMOPpParudecKux
OCJIOKHEHUH BO BpeMs OIepaTUBHBIX BMEIIATeNbCTB, O/-
HAaKO CIIOHTaHHbIe KPOBOTEUEHUs Y HUX CAYYAIOTCS pexe.
¥V manueHTOB ¢ ypoBHEM akTHBHOCTH (axropa VIII Goree
5 % 3abosieBaHKe TPOTEKAeT B MSTKOH popme U MOKeT
ObITh He JUATHOCTUPOBAHO B IeTCKOM Bo3pacre. TeM He Me-
Hee BBIIOIHEHHe OOIBIINX XUPYPTUIECKUX BMEIIATEIbCTB
COIIPOBO’K/AAETCS Y HUX BBICOKMM PHCKOM Pa3BUTHS Mac-
CUBHBIX KpoBOTe4eHUU. JKeHITUHBI-HOCUTEIbHUIIBI T'eHa
reMou/IHU A TaKXKe MOTYT OBITH IIOABEPKEHBI PUCKY XU-
PYPrU4eCKUX reMOpParu4ecKux OCA0KHEeHUH. Y allieHToB
¢ TsDKeIod reModunel A 3HaUHTeIbHO yBeanmdeHo AYTB,
B TO BpeM: Kak B 0oJ/iee jerkux caydasx AYTB ysernuusa-
€TCs JIUIID Ha HeCKO/IbKO CeKYH/. BBUAY TOrO, 4TO BHELIHUHN
IIyTh KOATY/AALUHU He CTPajaeT, nokasaTeab IITB y manuen-
TOB C reMo(u/Irel He H3MEHACTC.

Femodunmna B

Kiunudeckue mposiBieHus: 3a060/1€BaHus y OOIbHBIX
remodunei B [22] cxozHbI ¢ KIMHIYECKUMU NIPOSIBJIEHH-
amu reMoumn A. CHibkeHne ypoBHs dakropa IX Hike
1 % cBA3aHO C pa3sBUTHUEM MAaCCHUBHBIX KPOBOTEYEHUH,
y manueHToB ¢ ypoBHeM daxropa IX ot 1 z0 5 % 3a6o.e-
BaHIHe IIpoTeKkaeT 6osee Msrko. IIpu yposue daxropa IX
ot 5 10 40 % 3a6o0ieBaHMe IPOTEKAET B OYE€Hb MATKOH Pop-
Me. IIpu ypoBHe akruBHocTH (paxropa IX Gonee 5 % 3a-
6osieBaHKE MOXKET He AMATHOCTUPOBATHCS BILIOTD A0 IPO-
Be/|eHHUsI KAKOr0-1160 OIepaTHBHOTO BMEIIATe IbCTBA U060
sKCTpakiuu 3y6a. st remobuanu B, Takke, Kak U AJ1sI Te-
Moduinu A, xapakrepHs! yAnHeHre AYTB u HopmaabHOE
3navenue I1TB.
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MHrmbutopHbie popMbl reModpuamnm

¥V manueHToB ¢ reMo¢uIuei A BRICOK PUCK IIOSB/ICHUS
uHru6uTOopoB (akropa VIII, B caydasax Tsoxe10H reMOQHIAT
oH coctasisger 30-40 % [21, 22]. IIpu remodwmnu B puck
HOsIB/IeHNsT HHTuOUTOpPOB (akropa IX MeHbIIe 1 COCTaB/IsIET
3-5 %. [1s1 06HAPY)KeHUsI HHTUOHTOpa HEOOXOAMMO IIPOBe-
CTH HCCIeZ0OBaHUe, Ha3bIBaEMOe TeCTOM CMeNIMBaHus. /11
€r0 BBIIOJIHEHH II71a3Ma IMAaIlMeHTa CMeIIUBaeTcsl C HOp-
MaJIbHOU IJIA3MOM B COOTHOIIEHUH 1:1, 3aTeM OIleHHBaeT-
€51, U3MEHUJIOCH JIU II0C/Ie CMemuBanus yAruHeHHoe AYTB
marpeHTa. IIpu kiaccuueckont remoduiun A 6e3 uHruGH-
TopoB ¢axropa VIII yarmuaernoe AYTB ymeHpmuTcs Ha 4 ¢
nan MeHblre. [Ipy HaIUIUY ke Y MMalieHTa HHTHOUTOPOB
¢daxropa VIII AYTB He usmenurca. CxogHas CUTYAIHA MO-
JKET Pa3BUTHCS U y MAIMEHTOB 6e3 Ipe/CyIeCTBYIOLIEH HaTo-
joruu reMocrasa. OHa HOCHUT HA3BaHKE IPUOOPETEHHOM re-
Mo¢wmmu. IIpuobpereHnast reMOQUINSI — ATOIOTHIECKOe
COCTOSIHHE, XapaKTepHU3YIollieecs: OCTPbIM pa3BUTHEM reMop-
parudecKoro CHHAPOMa, 06YC/I0BIEHHOIO BEIPAGOTKOI ayTo-
anTuTes (MHrHOUTOpA), Yarne K pakropy VIII cBepThIBaHuS,
U TIPOSIBJISIONIeecs TsLKeAbIMH KPOBOTEYeHUSIMH, CIIOHTaH-
HBIMH U IOCTTPaBMATHIECKUMH, JACTO YIPOXKAIOMIMMHU JKU3-
HH, Y /UL 6e3 reMOPparniecKux IpOsIBIeHNI B aHAMHE3E.
ITpuobperenHas reMoQuINs A OTHOCUTCS K PEAKOMY BUAY
3a00/I€BAHMH, C YACTOTOM AUArHocTuky ot 0,2 10 1,0 Ha Mui-
JIMOH HacCe/IeHuUs B IO/,

BbonesHb Bunnebpanaa

Boznesup Buine6panza (BB) [23] wHacregyercs
II0 ayTOCOMHO-ZIOMMHAaHTHOMY HJH ayTOCOMHO-peIec-
CHBHOMY THUITY; IPE/ATIOJI0XUTE/IbHO PACTIPOCTPAHEHHOCTD
ee cocrasJer oT 1 7o 3 Ha 100 TrIC. 9esoBek. OZHAKO pac-
IIPOCTPAHEHHOCTH TSDKEJI0H (opMbl 6OJIE3HH, COIPOBO-
SKAQOIIeHCcsl pa3BUTHEM YTPOKAIONINX XKU3HU KPOBOTEde-
HHM, COCTaBJAAET B 3allaJHBIX CTPAHaxX S5 clydaeB Ha 1 MJIH
yesoBek. Kak u Bce mpoume 3a60/€BaHUs, CBSI3aHHbIE
¢ OyHKIMOHAABHBIMY AedekTamu TpoMGonuToB, BB mpo-
SBJIAETCS] KPOBOTEYEHHUAMH U3 KOXXHM U CIU3UCTBIX 000-
JI0YeK, 0COOEHHO 9aCTO — HOCOBBIMU KPOBOTEYEHUAMH,
CK/JIOHHOCTHIO K 00Pa30BAHUIO CHHSIKOB, MEHOPPATUSIMH,
JKeIyA09YHO-KAIEYHBIMA U /IeCHEBBIMU KPOBOTEYECHHUAMMU.
Beugy toro, uro ®B CIy>KHT TPaHCIOPTHBIM IIPOTEUHOM
aaa dakropa VIII u yBesndnBaeT MepuOZ €TO IOJIYBBI-
Be/IeHUs, y HEKOTOPHIX HalMeHTOB ¢ BB nHabirozaercs
eme u yaiunenne AYTB. CKkpuHUHTOBBIE 1a60paTOPHbIE
HCC/Ie/l0OBaHUA A4 BblABAeHUA BB BK/IIOYAIOT olpeseie-
HUe BpEMEeHU CBEPTHIBAHUSA KPOBHU, KOJIUIECTBA TPOMOO-
uutos, IITB u AYTB. /1a nogrBepxeHus auarsosa bB
TpeGYIOTCsI AOTIOIHUTEIbHbIE HCCIEA0BAHMS: ONIpeeTIeHune
ypoOBHA U akTUBHOCTU DB.

Boizessiror Tpu Trna BB. 1-i Tun — HanboJee pacpo-
CTpaHEeHHBIN BAPUAHT, Ha €ro J0JII0 IPUXOAUTCA 0K0JI0 80 %
Bcex cay4daeB BB. B ocHOBe JIeXKUT KOIH4YeCTBEHHBIH Aedu-
uuT ®B. KinHMYeCKu TsKeCTh 3a001€BaHUS 3HAYUTETHHO

BapbUPYeT U KOPPEJIUPYET CO CTENEHbI0 CHUKEHUSA YPOB-
HA OB u dakropa VIII B m1a3me manueHTa. Y MarueHTOB
C IOBTOPHBIMH BbIpa)KEHHBIMU KPOBOTEYEHUSMHU B aHAM-
He3e KOJINYeCTBO U aKTUBHOCTHh ®B cHmkens! 10 15-25 %
OT HOPMa/JbHBIX 3HaueHMi. IIpu pasBUTHUU KpPOBOTeEYe-
HUH UM Tpe6GyeTcss HEOTIOXKHAS arpecCUBHAs TepaIus,
a mepej IpoBejeHNEM Aaxke HeGOABIINX ONEPATHBHBIX
BMeIIaTeJbCTB — IpodUIaKTUKA. bepeMeHHOCTS, IpH-
€M 3CTPOTEHOB U BOCIAJeHHE NIPUBOAAT K IIOBBIIIECHHUIO
ypoBHA ®B 1 MOryT MaCKMpOBaTh HaAU4YHeE y MallAeHTA
BB 1-ro Tuna.

BB 2-ro Tuma xapakTepusyeTcsl KaueCTBeHHOH HeZOo-
craTouHocThio OB B m1azMe. TO MOXKET ObITH CAeACTBUEM
yMeEHbIIEHNsT KOJINIeCTBa Hanbo/1ee KPYIIHbIX [TOJUMEPOB
®B (BB 2A u 2B Tunos) uu pa3HooOpa3sHbIX H3MEHEHHUH
aHTUTeHHOHU CTPYKTYpsl @B 1 mporeccoB CBA3BIBAHUSA €0
¢ dpaxropom VIII (BB 2M u 2N tumnos). BB 3-ro Tuma xapak-
TepPHU3yeTCs MPaKTUIECKH IIOJHBIM OTCyTCTBHeM OB B 1jup-
Ky/IUPYIOIed KpOBH U OYeHb HU3KUM YPOBHEM aKTUBHOCTHU
Kak OB, tak u ¢pakropa VIII (3-10 % OT HOPMaIbHbBIX 3HA-
YeHHUH). Y MaIjlieHTOB Pa3BUBAIOTCS TSDKEJIble KDOBOTEUEHNUS
U3 CIM3HUCTHIX 000/109eK, FeMapTPO3bl ¥ BHY TPUMBIIIETHBIE
remarombl (Kak npu remodminu A wia B). OgHako, B OT-
JI4He OT KJIaCCHYeCKUX reMOUINH, BpeMs CBePThIBAHUA
KPOBH Yy HUX 3HaYUTEJIbHO BO3PaCTaeT.

3. NepuonepaymnoHHaa AMarHOCTUKa
HapyLUeHUA CUCTEMbI FeMOCTa3a,
MeAWLMHCKME NOoKasaHuA

M NPOTUBOMNOKa3aHMA K NPUMEHEeHUIo
MeTO/A0B ANarHOCTUKMN

3.1. XXanobbl U aHaMHe3

PekomeHpaauums 1. MNpesonepaLMoHHYIO OLieHKY CUCTeMbI
reMocrasa peKoMeHAyeTCs HauMHaTh co cbopa remocTa-
310/10rMYeCKOro aHaMHesa: Ha/m4mne HacnefCTBeHHbIX
3abosieBaHMIi KPOBW, KPOBOTEYEHWN MAN TPOM6030B
B aHaMHe3e, Ha/n4ne TAKeNoro 3aboneBaHNA neveHu
WM KOCTHOTrO MO3ra, GaKT npremMa aHTUTPOMBOTUYECKMX
npernapaToB (aHTMarperaHToB U aHTUKOAryAaHTOB) [24]
(YAA—3,YYP—B).

KommeHmapuii. B cnydae, ko20a cocmosHue hayueHma no3so-
nsem cobpamb aHaMHe3, HE0HX0OUMO BbIIBUMb hakmMOpbl pucKa
passumus maccusHol kposonomepu u /]BC-cuHopoma. 3HaqdeHue
O0aHHbIX aHAMHE3a B OMHOWEHUU BbiSIBAEHUS HACA€0CMBEHHOU
unu npuobpemeHHoU Namoo2uuU CUCMeMbl 2eMOCMa3a CAOKHO
nepeoyeHUMb: NOBbIWEHHAA KPOBOMOYUBOCMb B CAMbIX pa3-
HO06pa3sHbIX NPOABAEHUSX (ABHOE KDOBOMEYEHUE, 2eMamoMbl,
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2emMoppazuyecKas Cbinb) y nayueHma u/unu e20 podcmBeHHUKOB
1-0 u 2-U nuHUU MO2ym 3Ha4ume 60/1bWe, 4eM onpedeseHue
omaoeibHbIX NapaMempoB cuCmeMbl 2eMocmasa. Bpay aHe-
Cme3uo0/102-peaHUMamosnoe yxe npu c6ope aHaMHe3sa 0bsa3aH
BbIABUMb y NayueHma gakm u3BecmHo20 Hacn1edcmBeHHO20
dedexma B cucmeme zemocmasa (deduyum omoenbHbIX Pak-
mopos ceepmbiBaHUSA KpoBU, bB u dp.). Credyem ob6s3amensHO
ycmaHoBUMb, 6bIAU AU B aHAMHE3€ 3NU300b! NOBbIWEHHOU
KpOoBOMOYUBOCMU, 06pa30BaHUsA 2eMamoM, 2eMoppa2u4ecKoll
CbINU, 0CO6eHHO BO3HUKaBUWIUX 6€3 04eBUOHBIX NPUYUH (MpasMa).
Heobxodumo ycmaHoBumb gakm ucnonb30BaHuUs NayueHmom
aHmMumpoM6omuyecKux npenapamos (aHmukoazynsHMel,
aHmuazpe2aHmsi) u onpedeaums cmeneHs 6e3onacHocmu
B OMHOWEHUU 2eMOPPaUHeCKUX OCA0KHEHUU BO BpeMsA A06oll
uHBasusHol npoyedypsi (onepayuu) u/uau HelipoakcuanbHol
aHecme3suu. BoisBaeHue 106bix paKmopos pucka passumus
MaccusHoll kposonomepu u /JBC-cuHopoma mpebyem Ko-
fle2uanibHo20 onpedeneHuUs makmuku 6e3onacHoll onepayuu
U aHeCcme3uon02u4ecKo20 obecneyeHus [24].

Pekometridyembie BONPOChI 0151 cbopa 2eMOCMasuono2uye-
cKozo aHamHesa [16, 21, 25-27].

1. beinu nuy Bac ko2da-1ubo 0numenbHoe KpoBomeverue,
npunyxsaocms A3blKa UAU BHympeHHel noBepxHocmu
WeK nocae NPpUKyCbIBaHUA?

2. bbiau nuy Bac cuHsku pazmepom 6onee pybaesoli MO-
Hembl 6e3 04eBUOHOU NPUYUHBI UNU noBpexoeHua? Ecau
0a, mo KaKoli BeUYUHbI 6b1/1 3MOM CUHAK?

3. Kak yacmo Bam ydananu 3y6el u Kak 00120 0AUNOCH
KpoBomeyeHue? Bo3HUKaa0 AU KpoBOMeYeHue Ha cfe-
oyrowuli 0eHs?

4. Kakue xupypau4eckue onepayuu Bel nepeHecau, 8 mom
yucse Masble, makue Kak buoncus koxu? He 3ameyanu nu
Bbi 06pa3oBaHus KpPOBONOOMEKOB BOKPY2 onepayuoHHO(
PpaHbl unu opyaux nospexxoeHull Koxxu?

5. boinunuy Bac 3abonesaHus 8 meyeHue nocaedHUx 5 nem,
mpe6osasuwue Bpa4ebHoll nomouwu? Ecau 0a, mo Kakue?

6. Kakue nekapcmaa, BK/t04as acnupuH, mabsaemku om 2o-
n108HOU 601U, NPOCMYObI, MEHCMPYabHbIX U NPOYUX
6os1eli Bbl npuHUManu 8 meyeHue nocnedHux 7-9 oreli?

7. Cmpadaem nu Kmo-HUbyOb U3 Bawux KpOBHbIX pO0-
CMBEHHUKOB OM HEeOB6bIYHbIX KOXHbIX KDOBOU3NUAHUL
unu KposomedyeHull nocse xupypau4decKux BMewa-
menbcms?

8. Ecmb nu y Bac BapuKo3Ho paciupeHHble BeHbl?

9. Habnrodanack nuy Bac unu Bawux KpOBHbIX pOOCMBEH-
HUKOB MPOMBO3bI 2/1yBOKUX BEH UAU MPOMbBOIMbOAUA
nezoyHoli apmepuu?

10. Bbiau nu y Bac unu Bawux KpOBHbIX pOOCMBEHHUKOB
UHapKkm muokapoa, uwemudeckull UHcynbm?

11. Habatodanucek nuy Bac nocmosiHHbIe MEHOppa2uu npu
omcymcmsuu pubpo3HbIx onyxoael uau opyaux aHo-
Manuii Mamku?

12. llpuHUManu au Bel KOHMpauenmusb! UAU Npenapamel,
codepiraujue 3Cmpo2eHbl UNU NPO2eCmepoH?

13. He 66110 1u y Bac HeBbiHawuBaeMocmu 6epeMeHHocmu
unu HeyodayHbix nonsimok KO?
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3.2. J'Ia6opaTopr|e ANarHoctn4yecKkue nccnegosaHua

PekomeHpauma 2. Bo BpeMA onepaTMBHOro BMellaTe/lb-
CTBa PeKOMeH/yeTCA NpOBOAUTbL J1abopaTOPHbIA Mo-
HUTOPUHI CUCTEMbI remocTtasa — onpegeneHne AYTB,
MTB, ypoBHA $pnbpUHOreHa N KONMYeCTBa TPOMOOLIMTOB
[16,20] (YA4 —5, YYP —C).

Kommenmapuii. [pu okazaHuu HeomaoxHol noMowu npu
KpUumuyecKux cOCMosHUSX, KOMopble CONPOBOXOaoOMCS Hapy-
WeHUAMU B CUCMeMe 2eMocma3sa, Heob6X00UMO UCNOAb30Bamb
CKPUHUH20Bble MeCMmbl, KOMOpbIe UCNO/1b3YIOMCA BO BCeX 06./1a-
cmax meduyuHbl (mpasma, xupypaus) (ma6a. 1). YkasaHHble me-
CMbI N03B0/510M 6bICMPO yCMaHOBUMb COOepIKaHUe OCHOBHbIX
cy6cmpamos 0718 popMupoBaHUS c2ycmKa KpoBu (mpomBoyumei,
PubpuHozeH), oyeHuUMsb aKmopsi BHewWHe20 (NPOMpoM6UHO-
soe s8pems, MHO) u sHympenHezo (A4TB) nymu ceepmbiBaHus
KPOBU, a MaKxe cmeneHb mayecmu aHemuu (2eMo2106uH). [pu
Bcell KpUMUKe 3MuX mecmos HU 00H020 0pYy2020 UCCNed0BaHUSA
B COBPEMEHHBIX PYKOBOOCMBaX (aKywepcmBao U 2UHEKOA02US,
mpagma, Xupypaus, neduampus) npu okazaHuu SKCmpeHHoli medu-
YuHcKol noMowju npu MaccusHol KpoBonomepe He NPedI0KeHo.
3mu sxe mecmei cAyxam mpuazepamu 0415 yeneHanpasaeHHol
mepanuu KOMNOHeHMamu KpoBu. B wikanax duazHocmuku /]BC-
CUHOPOMa MaKsKe UCNO/b3yIoMCS MO/IbKO yKa3aHHble mecmei.
Cywecmsyem 0Ba nodxo0a kK doonepayuoHHOMY aHanu3y
cocmosaHuUsA cucmemsl 2eMocmasa. OOUH U3 HUX 3aK/t04Yaemcs
B 1a60pamopHOM CKPUHUH2€e BCEX NaYUEHMOB, KOMOPbIM nAaa-
HUpyemcs onepamuBHoe BMewamebCmso. PekoMmeHdyemcs
onpedensms AYTB, [TTB (MHO, npompom6uH no KBuky), Ko-
lu4yecmBso mpom6oyUMOB U KOHUeHmpayuw GubpuHoeHa.
YyscmBumenbHOCMb 3MuUX 26MOCMAa3U0A02U4ECKUX Mecmos
B NPO2HO3UPOBaHUU MacCUBHO20 KpoBomeyeHus cpedu 4499 na-
yueHmos cocmasuna 18 %, cneyugudHocms — 90 %, NoNoKU-
menbHbili npo2Ho3 — 3 %, ompuyamebHbili Npo2HO3 — 98 %;
m.e. Koppenayuu mexady pesynbmamamu npedonepayuoHHbIX
CKPUHUH20BbIX MECMOB U BO3HUKHOBEHUEM XUPYpaUu4eCKo20
KposomeyeHus He Habaodanocs [24, 25].
MoyeMy CKPUHUH20BbIX MeCmMoB Hed0CMamoYHo 05 Npo-
2HO3UPOBaHUS OnepayUoHHbIX Kposomeyerutli [20]?
s /JluazHo3 nayueHmam, cmpaodarouum 2emopunuel
A unu B, BbicmaBisemcs 04eHb PaHO U Ha BCHO JKU3Hb.
CoomsemcmBseHHO, d0onepayUoHHOE CKPUHUH20BOE
uccnedosaHue 014 MaKux nayueHmos HesgexmusHo
U He HY>KHO, MaK KaK duazHo3 3apaHee U3BeCmeH.
m boabwuHcmBo nocneonepayuoHHbIX KpoBomeyeHul
He CBA3aHbl C HapyWeHUAMU CUCMeMbl 2eMOCMa3sa, a 06-
YCA0BAEHDI XUPYP2UHECKUMU UNU MeXHUYECKUMU Npu-
YuHaMu, Komopble 3PekmuBHO ycmpaHaOMca Xupyp-
2udeckumu Mmemodamu. [IpedonepayuoHHbIli CKPUHUHZ
He No3B0/1Siem Npo2HO3UpPOBamMb OWUBGKU onepamopa.
m Tecmei, Ucnoab3yeMbie 015 CKPUHUH2a, bbiNU pa3pabo-
maHbl 044 cmamuyeckoll OyeHKU COCMOSAHUA CUCMeMbl
2eMocmasa. B cusy 3mozo oHu He ompasxaom npoucxo-
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Table 1. Basic tests for rapid assessment of the state of the hemostatic system during emergency care
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MapameTpel

Pe¢epeHCHble 3HayeHuA KPMTI/I‘-IECKI/Ie NU3MeHeHuAa

1. Koamnyectso TpombounTos

150-350 x 10%/n MeHee 50 x 109/n

2. KoHueHTpauwa pubpuHoreHa 2-4r/n MeHee 2,0 r/n

3. MHO — mMexpayHapojHoe HOpMann30BaHHOe OTHOLLEHNe =1,0 YBenunyenwue 6onee 1,5

(paccumTbIBaETCA MO NPOTPOMEMHOBOMY BPEMEHH)

4. AKTUBMpOBaHHOE YacTUYHOe TpoMbonnacTuHoBoe BpeMa — AYTB 28-35c¢ Bonee yem B 1,5-2 pasa Bbilwe BepxHei
rPaHuLbl HOPMbI

5. FeMornobuH, r/n 110 n 6onee AHemusa:

nerkaa — 100-109;
cpepHas — 70-99;
TAXenan — MeHee 70

OAWUX U3MeHeHUl B MaKuX OUHaMUYHbIX CUMYaUUsAX, KaK
mpasMa unu onepamusHoe BMelWame/bCMmao.
Bmopoli, 6011ee payuoHanbHbili N0OX00 3aKA0Yaemcs 8 No-
3ManHoOM 2eM0CMa3su0/102U4eCKOM CKpUHUH2e: C60p aHaMHe3a
—> BbIAB/AEHUE NAYUEHMOB C BLICOKUM PUCKOM KpOBOMeYeHUSs
— nabopamopHoe o6csedoBaHuUe B 2pynne BbICOKO20 2eMoppa-
2UYecK020 puckKa.
be3onacHbie 2eMocmamuyecKue ycA0BUS 015 BbINOAHEHUS
Xupypauyeckoz2o sMewamenscmaa [16, 20]:
m mpomboyumsi =50 x 109/ (=100 x 10%/n 015 60abwux
BMewamenbcms);
= MHO=<15;
m AYTB <45 c (omHoweHue K HopmanbHomy AHTB < 1,5).

3.3. iHcTpyMeHTanbHble AnarHocTuyeckune
nccnepoBaHus

PekoMeHaauusa 3. Y naumeHToB Ans 6bICTPON AMarHo-
cTuKM [IBC-cMHApPOMa PeKOMEHAYETCA NPU TEXHUYECKOM
BO3MOXHOCTM WMCMO/Ib30BaTb WHTErpajbHble METOAbI
OLLEHKM COCTOSAHWUSA CUCTEMBbI FreMoCTasa, OCHOBAHHbIE
Ha AMHAaMUYECKOM W3MEPEHUU BA3KOINACTUYECKUX
CBOWMCTB KpoBu: TpoMboasnactorpaduio (T3I) mam po-
TauumoHHyto TpoMmb6oanactometputo (ROTEM) [28-37]
(Y44 —1,YYP—A).

Kommenmapuli. ObopydoBaHue 015 UCCNeD0BaHUSA BA3KO-
3nacmuyeckux cgolicms Kposu (mpom6osnacmozpagus, po-
mayuoHHas mpom6osnacmomempus) Bxodum B nepeyeHs
obopydosaHus OAPUT. PacnonoxeHue 060pydoBaHuUs 00/MIKHO
66imb B HeNocpedcmBeHHol 61U30CMuU K nayueHmy, 015 UCKAIo-
YeHUs NOMepU BpeMeHU Ha MPaHCNoOPMUpPOBKY 1abopamopHbIX
06pa3yoB KpoBU.

Memod (T3I, ROTEM) no3sonsem nony4ums uHgopmayuro,
Heobxo0uMyto 015 BbISIBAGHUSA 2UNOKoa2yAayuu u ckopeliwie2o

Hayana 3amecmumenbHoOl mepanuu, a B 0anbHelieM oyeHUmMs 3¢-
dexmusHocmsb nposodumoli 2emocmamuyeckoli mepanuu [28-37].

Ans pomayuoHHol mpom6o31acmomMempuu WUpOKoe pac-
npocmparetue noay4uau mecmsi «EXTEM» (xapakmepuzyem
nepBUYHYI akmuBayuto U OUHaMUKY 06pa30BaHUs C2yCmka, no-
3B0/155 BbIABUMb HEOOCMAamMo4YHOCMb paKmMopoB CBEPMbIBAHUS
Kposu [BHewHe20 nymu]) u «FIBTEM>» (xapakmepu3syem deduyum
PubpuHozeHa unu KauecmaeHHble HapyweHUs NoAUMepu3ayuU
pubpuna). ipyaue sapuanmsl T uau ROTEM (Hanpumep, mecm
Ha PyHKYUOHaNbHbIU PubpUHO2EeH) MO2ym cnoco6cmBoBamb
onmumu3sayuu yesneHanpasneHHoll samMecmumenbHol mepanuu
KOoMnoHeHmamu Kposu (maba. 2).

PekoMeHpauumsa 4. Mpy XMpypruyecknx BMellaTeNbCTBax,
COMpsXEHHbBIX C 60/IbLIOI KPOBONOTEPEN, peKoMeHAY-
€TCA reMOCTa3n0/10rM4ECKUN MOHUTOPUHT, OCHOBAHHbI
Ha T3T [38-40] (YA4 — 2, YYP — A).

Kommenmapudl. T3 8 Hacmosujee BpeMA ABAAEMCA «30/10MbIM
CmaHOapmoM» UHMpaonepayuoOHHO20 MOHUMOPUH2a 2eMOCMa-
3a, N03B0/1AA pe2ucmpupoBamb NPOYECC CBEPMbIBaHUS KPOBU
Ha 0CHOBe U3MEHEeHUSA ynpy20Cmu C2yCmKa KpoBU BO BpeMeHU,
a makiKe pempaKyuro U U3UC yxKe 06pa3oBaBuwe20Cs caycmka.
T3l no3Boasem nosny4yams UHPOPMayUIO 0 COCMOAHUU MPOM-
60oyumapHO20, NN1a3MEHHO20 3BEHbEB CUCMEMbI 2eMOCMasa
u pubpuHonusa s yesnom. CocmosHua auno-, 2unep- u Hop-
MOKoa2ynsayuu, a make akmusayuu ¢pubpuHoau3a MOKHO
onpedenums yxe no xapakmepy Kpugoui TII [23, 41].
AnaouppeperyuansHoli duazHOCMUKU 2UNOKoa2yAAYUU,
06Yycn10B8AEHHOU CBOGOOHLIM 2enapUHOM, UenecoobpasHo npume-
HeHue KroBem, 06pabomaHHbIX 2enapuHasoll, Komopas aBnsemcs
apdexkmuBHbIM CpedcmBoM Helimpanusayuu 2enapuHa in vitro.
WHmezpanbHbili napamemp T3 — kayecmso caycmka (MaK-
cumansHas amnaumyda — MA) npednazanocs ucnosb3osams
B Kayecmse KOHMPOASA 3PekmuBHOCMU NPUMEHEHUSA KOHUeH-
mpamos ubpuHozeHa u NpPoMpOM6UHOBO20 KOMNeKca Npu ms-
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Tabauua 2. [lmarHocTuka u koppekuus [BC-cuHapoMa npu MaccuBHOM KpoBonoTepe ¢ npuMeHeHveM TII/ROTEM

Table 2. Diagnosis and correction of DIC syndrome in case of massive blood loss using TEG/ROTEM

T3l c KoannHoM ROTEM

Mpunyuna ABC-cuHgpoma

Koppekuusa [IBC-cuHapoma

MFFMA=z15Mm  nFIBTEM 212 YPOBHSA TPOMOOLUTOB

R > 8 MuH EXTEMCT >70c CHWKeHMe YpOBHA $paKTopoB C3M 1215 ma/kr
CBepTbIBaHWA KPOBU
R >10 muH EXTEM CT >100 ¢ CunbHoe CHMKeHWe ypoBHA dpakTopoB ®dakTopbl cBepThiBaHMA Kposw II, VII, IX, X B koMbUHaLmum
CBepTbIBaHUA KPOBY (npoTpom6uMHOBBIN KoMrnekc) 50 ME/kr, C3M 20-30 ma/kr
(BO3MOXHO NpUMeHeHwe 3nTaKora anbda
(akTvBmpoBaHHoro) 90-110 MKr/kr
MA <45 mm EXTEM MCF < 45MM  CHWeHMe GYHKLMOHANBHOTO KoHueHTpaT TpoMboLnTOB 1— 2 A03bl (BO3MOXKHO

(TpoMBoLmTONEHNS /TPOMEOLMTONATHS)

NpUMeHeHwe 3nTaKora asbda (akTMBUPOBAHHOTO)
90-110 MKr/Kr) npuMeHeHu1e

FF MA< 15 MM FIBTEM A5 <12 mm

CHWxeHve ypoBHA ¢rbpuHoreHa

Kpuonpeuunutat 10 f03

LY30<85% EXTEM ML > 15 % Tunep¢unbpuHOAN3

TpaHekcamoBas Kucaota 15 Mr/Kr BHyTPUBEHHO
B TeyeHue 10 MUH

MpuMeyaHue. Nocne npoBeAeHNA KOPPEKLMM HapYLIEHWI reMocTasa KOMNOHEHTaMM KpoBM U GaKTOpaMu CBepTbIBaHWA HEO6X04MMO NPOBECTH
NOBTOPHbIN aHanu3 TIT/ROTEM an1s OLeHKM HeO6XOAMMOCTU NPOBeAeHUsA AaNbHeMILeN Tepanum.

Jxenoli mpasme [42]; 315 KOHMPOAA NPUMEHEHUS KOHUeHmpama
Pubpurozera 8 kapouoxupypauu (oyeHka sgppekma npenapama,
OCHOBaHHaA Ha yenesom 3HayeHuu MA T3 Moxem cHU3UMb
Kpogonomepto u nompe6Hocms 8 mpaHcgysuu nocae AKLL)
[40]; dn5 oyerku pubpuHonusa npu mpaHcnaaHmMayuu nedeHu
u onpedenieHus NoKasaHuli K NPUMEHEHUI0 mpaHeKcamMoBoll Kuc-
/nlomsl (Makas MemoouKa no3Bo/sem CHU3UMb UCNO/Nb30BaHUe
C3I1 u vacmomy mpom6o3mbonudeckux ocnoxHeruli [43]); ons
peweHus Bonpoca 0 BO3MOXHOCMU BbINOAHEHUS 3nUdypasbHol
aHecmesuu nocse MaccusHol mpaHcgysuu [44]; 0ns sbiasaeHus
nayueHmMoB ¢ pUCKoOM MpomM60IMBONUHECKUX OCAOIKHEHUU; 015
OUEHKU 2eMOCmamu4ecKux caolicms mpom6oyumos ex vivo
U B MpoM6OYUMHbBIX KOHYEHMpamax.

TpaHcgy3uoHHbIl anzopumm, BKatoYarowull TIM-MoHUMOpUH2
Koazynayuu, 3¢pheKmuBHO CHUIKaem KpOBONOMEPHO U NepenuBa-
Hue an1/102eHHbIX Npenapamos KPoBU, NoBbiwaem 6e3onacHocms
U 3KOHOMUHYECKYI0 3hdheKmuBHOCMb 2eMOCmamuyeckoli mepanuu
B Kapouoxupypauu, ab0oMuHanbHoU xupypauu, npu maxenoii
mpasme u KposomeyeHuu [40-47], He yBeau4uBas npu 3Mom puck
Heb6azonpusimHbix ucxodos. Baksaas-Aasen et al. [48] 8 mHozoyeH-
mposom PKV nayuermos c mpasmoli u Kposonomepeli He BbisBUAU
CMamucmu4ecKu 3Ha4UMbIX Pa3u4uli B 06WUX UCX00ax MEXOY
noodzpynnamu nayueHmos, mpaHc@dy3uoHHas mepanus y Komo-
PbIX 0nupanack Ha daHHble CMaHOapMHbIX MECMOB Koa2yAayuu
U60 Ha 0aHHbIE MPOMB0O3/1aCMOMeMPUYECKUX MEMOO0B OUeHKU
2eMocmasa.

PekomeHgaums 5. [py BbIsIBNEHUM HApYLIEHMIA reMOCTa-
3M0/10TMYECKNX TECTOB HEOBXOAMMO NpoBecTU Andde-
PEHLMA/IbHYIO AUArHOCTUKY NMPUOBPETEHHbBIX HAPYLLEHN
cucTeMsbl remMocTasa [49, 50] (YA4 — 5, YYP — C).
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Kommenmapuii. Banzopumme oudpepeHryuansbHoli duazHo-
CMUKU NpUobpemeHHbIX HapyweHuli 2eMocmasa ucnob3ylomcs
nabopamopHble mecmel, N03BoAAuUe nposecmu dupdepeH-
yuanbHyto 0uazHOCMUKY HapyweHuli 2emocmasa: AYTB, I1TB,
KoAuYyecmso mpoMboyuMoB, MapKepbl akmusayuu cCUCmMeMs!
2emocmasa (Ppubpur-moHomepsi, D-dumepsi) (Mpunoxerue 4
OHAaliH-sepcuu cmameu) [26, 27]. [pu nposedeHuu dugduazHo-
CMUKU HapyweHuli 2eMocma3sa HeBO3MOKHO UHMepnpemupoBams
nabopamopHbie 0aHHbie 6€3 UX CONOCMaBAeHUS C KAUHUKOU.

Ecnuy nayueHma npu aHanu3e n1a6opamopHbIX mecmos
BbIABASEMCA MOALKO CHUXEHUE ypOBHA MpomM6oyumos,
Mo MOHO 20B0pUMb 06 U30/UPOBaHHOU MpomboyUMoneHuu.
U3onuposatHoe yonuHeHue [1TB (MHO) moxxem 6imb cned-
cmBueM npuema HenpAMbIX aHMUKOa2yNSHMOB UAU 06YC/10BAEHO
dedpuyumom sumamura K. M3onuposaHHoe nosbiweHue AYTB
Hab6/1t0daemcs npu HasHa4yeHuUU hayueHmy mepanesmuyecKux
003 HeghpaKyUOHUPOBaHHO20 2enapuHa. B npomusHoM cayyae,
ecnu 60/1bHOU He nosy4yaem HegpakyUOHUPOBaHHbIL 2enapuH, mo
B nepByto o4epedb He06X00UMO UCKAYUMb OWUBKU NpeaHanu-
muyeckozo smana (depexkm ombopa npob Kposu, dnumesnbHoe
UX XpaHeHue u m.d.), 0415 3Mo20 BbINOAHAEMCS NOBMOPHOE Onpe-
Oesnerue AYTB. Mpu yonuHeHuu AYTB npu noBMopHOM aHanu3se
Heobx00uMo OyMamb 0 HaCNeACMBEHHOM deduyume omoeNbHbIX
gakmopos BHympeHHe20 nymu cBepmsiBaHus (2emodunuu A u B,
degpuyume XiI, X1l u m.o.), 018 UCKAKOHEHUS KOMOPO20 BbINOA-
HAemcs uccnedoBaHue akKmuBHOCMU hakmopoB cBepMbIBaHUS
Kposu [49, 50].

Ecau npu aHanu3e CKpUHUH20BbIX 28MOCMa3su0M102U4eCKUX
0aHHbIX BbiABASEeMCSA 0Ba U 60/1ee HapyWeHUs, Mo B Nepayto
o4epedb He0bX00UMO UcKYUMb J]BC-cuHopom. ObazamenbHoe
ycnosue duazHocmuku []BC-cuHOpoma — nosbiwieHuUe ypoBHs
MapKepoB aKmuBayuu cucmemsbl 2eMocmasa — ubpUH-MOHO-
Mepos, [ u pexxe D-dumepos. Kpome mozo, 00/KHbI npucym-
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cmsoBamb dpyaue Haubosiee doCMoBepHbIe KpUMepUU HaAu4us
ABC-cunopoma — yonurerue [MTB u/unu cHUXeHue Konu4ecmsa
mpomboyumos. Heobxodumo ommemums, 4mo 0aHHble nabopa-
MOpHbIX U3MeHeHuUll 2eMocma3a xapakmepHbl B nepBYto 04epedb
015 ocmpozo, m.e. ABH020, [JBC-cuHOpoma; npu NabopamopHoOM
ABC-cuHOpome u3MeHeHUS CKPUHUH20BbIX 2eMOCma3suonoauye-
CKUX MecmoB Moxem He Hab1100ambCs.

Mpu duazHocmuposaHuu []BC-cuHopoma nayueHmy 00/K-
HO 6bimb NPOBEJEHO paciupeHHOe 2eMOCMa3uoa02uyecKoe
uccnedoBaHue, NO3BOAAUWEE YMOYHUMb CMaouto U BapuaHm
meyeHus daHHoli Koazyonamuu. JJonoAHUMENbHbIM KOMNOHEH-
MoM maKo20 uccn1edoBaHUs 00/1KeH 6biMb UHCMPYMEHMabHbIl
memod duazHocmuku (mpom6o3nacmozpagus), nossonsoujuli
onpedenums BapuaHm meyeHus []BC-cuHdpoma u cmeneHs
KOoMneHcayuu cucmembl 2eMocmasa.

Y nayuerma, y komopo2o /JBC-cUHOpOM UCKNHOYEH, HEO6-
X00UMO npoBoOUMb dugdepeHyuanbHyro OUazHOCMUKY MY
neyeHo4HoU, ypemuyeckoli u mpaBmMamuyeckoli Koazy10namusamu.
Heobxo0umo He 3abbIBame, 4mMo y 00H020 60/1bHO20 BOIMOXKHO CO-
YemaHue HeCKO/IbKUX Koazysionamudi. [locmaHoBKa npaBuibHO20
duazHO3a BO3MOXXHa Npu coBMecmHoli uHmepnpemauyuu na6o-
PamopHbIX U KAUHUYECKUX OaHHbIX. YonuHerue [1TB u cHUxeHue
codepraHus mpoM6oYLUMOB (BO3MOXHO make yonuHerue A4TB)
Ha gpoHe neyeHoYHOU dUCPYHKLUU CBUOEMebCMBYEM O HaAUYUU
neyeHo4HoLi Koazy10Namuu; CHUXeHUE KOAUYeCmBa U azpeayuoH-
Hol akmuBHOCMU MPOMBOYUMOB (BO3MOIKHO MaKIKe yONUHeHuEe
AYTB u [1TB) Ha hoHe noyeyHoli HedocmamoyHocmu — 06 ypemu-
yeckoll Koazynonamuu; yonuHeHue AYTB u cHuxeHue cooepKaHus
mpom6oyumos (BO3MOKHO maksxe yonuHerue [TTB u CHUeHue
KoHUeHmMpayuu PubpuHozeHa) y nayueHmos, NepeHectuux Mac-
CUBHY!IO KPOBONOMEPIO U 06 LEMHYHO UHPY3UOHHO-MPac@y3UOHHYHO
mepanuto — 0 mpaBMamuyeckoli Koazysonamuu.

PekoMeHaaumna 6. [ns awnarHoctukum ssHoro /JIBC-
CMHAPOMa PeKOMeHAYI0TCA KpuTepumn MexayHapogHoro
obwectea no TpoMm6osaM M remocrasy [7, 51, 52]
(Yaa— 5,Yyp—Q).

Kommenmapuii. Ecmb nu y nayuenma 3abonesaHue, conps-
JKeHHoe ¢ puckom pazsumus []BC-cunopoma? Ecau 0a, mo nepe-
XOOUM K WKane:
yposeHb mpomboyumos: meHbwe 100 x 10%/n — 1 6ann,
MeHbwe 50 x 10%/n — 2 6anna;
codepyxaHue pubpuH-MoHOMepOB Unu D-0umepos:
yMepeHHoe nosblweHue (00 5 Mk2/mMn) — 2 6anna, Bbi-
paeHHoe nosblweHue (6onee 5 mxe/mn) — 3 6anna;
YyonureHue[TTB:om 30do 6 c — 16an, 6onee 6 c — 2 6anna;
KoHueHmpayus gubpurozena: MeHbuie 12/n — 16ann.
56ann08 u6bonee — []BC-cuHopom.

Ana duazHocmuku HesBHo20 /JBC-cuHOpoma maksxe peKo-
MeHOyromcsa kpumepuu Mexx0yHapooH020 obwecmaa no Mpom-
603am u 2emocmasy [7, 51, 52]:

ecme AUy nayueHma 3aboneBaHue, CONPAXEHHOE
c puckom passumus []BC-cuHopoma: da — 2 6anna,
Hem — 0 6ann08;

yposeHb mpomboyumos: 60aee 100 x 10%/n — 0 6ann0s,
MeHee 100 x 10%/n — 16ann;

codepyxaHue pubpuH-MoHoMepoB Unu D-oumepos:
Hopma — 0 6ann08, nossiweHue — 16ann;
yonuHeHue [1TB: meHee 3 ¢ — 0 6annos, 6onee
3c—16ann.

O603HayeHHble 1a6opamopHble mecmsl peKoMeHdyemcs
ouyeHums B OuHamuke 4epes 24 4. lpu cHuxxeHuu MTB u T4 ®
u yBenu4eHuu yposHa mpomboyumos 1 6ann Beidumaemcs,
npu yBeauyeruu MTB u [T4® u cHUXKeHUU ypoBHA MpomMboyu-
mog 16ann npubasasemcs.

TaK)Ke MOXHO UCNO/Mb30BamMb 2eMoCmasuono2uye-
CKUe mecmbl, xapakmepusyouuecs aKmuBHOCMb aHMUKoa-
2yNAHMOB — YypOBeHb aHMumpombuHa u npomeura C: npu
HopMe — 1 6ann Bbldumaemcs, npu cHuxeHuu — 16aaa npu-
6asasemcs. B KOHEYHOM cHeme, eCnu CyMMa pasHa 5 6annam
u 6onee — umeemca JJBC-curopom.

lMpeumyw,ecmso npednazaeMo20 an2o0pumma — mo, Ymo
OH nomozaem 0ams Yemkoe dUa2HOCMU4eCKoe 3aKA0YeHuUe
0 Haauquu unu omcymemsuu JJBC-cuHOpoma, a makxe no3so-
/1em Konu4ecmBeHHO oyeHuBams OUHaMUKy 3mo2o npouyecca.
Hedocmamok — HeBO3MOXHOCMb duddepeHyuposku cmaduu
u mem 6onee BapuaHma meyerus []JBC-cuHopoma.

PekomeHpgauua 7. Y nauMeHTOB C AMAarHOCTUPOBAHHbIM
JBC-cMHApPOMOM HEeo6X0AMMO OMpeAeUTb ero KANHU-
KO-1ab0paToOpHbIN BapuaHT (MexaHW3M nepBoHayab-
HOM aKTMBaLMM cucTeMbl reMocTasa) [53, 54] (YA4 — 5,
YYP — Q).

KommeHnmapuii. [JBC-cuHdpom umeem 08a KAUHUKO-Aa6opa-
mopHbix BapuaHma [53, 54]:
PubpuHoaumuyeckuli mun [JBC-cuHdpoma (no daH-
HbIM T3 — popMupoBaHuUe namoa02u4ecKuU pbixn020
c2ycmka u npeobaadaHue akmusayuu pubpuHoau3sa Hao
akmusayueli Koaayaayuu);
KoazynayuoHHslld mun [JBC-cuHdpoma (no daHHbIM
T3l — popMupoBaHue n10mHo20, 01UMebHoe BpeMs
cyw,ecmsyrouw,e2o czycmea u npeobaadaHue akmusayuu
Koazynsayuu Had akmusayueli pubpuHoausa).
Ucxodom oboux BapuaHmos /]BC-cuHopoma agasemca
Koazynonamus nompebaeHus, 06ycn0BAEHHasA UCMOujeHUeM
¢pakmopos cBepmbIBaHUA KPOBU U MPOMBOLUMOB U Xapakmepu-
3yIoWasca MacCuBHbIMU 2eHEPanU30BaHHbIMU KPOBOMEYEHUSMU.
MpuyuHol UHMpaonepayuUOHHO20 0CMPO20 KPOBOMeEYEHUS MO-
2ym 6bimb Kak gpubpuHoaumuyeckuli BapuaHm JJBC-cuHopoma,
mak u Koazysnionamus nompe6aeHus.

PekomeHgauma 8. ins oueHKn cTeneHn GyHKLMOHab-
HOW KOMMNeHcauuu CUCTeMbl reMocTasa y nauMeHToB
C NeYEeHOYHOM HeJ0CTaTOYHOCTbIO PEKOMEHAYEeTCS Bbl-
nonHeHve TpoMmboanactorpadpum [55, 56] (Y44 — 5,
YYP — Q).

19

1

AL CARE | 2024

RITIC

ANTAHOBA | ANNALS OF (

C

MHTEHCVBHOW TEPANIN MMEHW AN

,
\

BECTHMK



1

BECTHMK MHTEHCVBHOW TEPAMMIN MMEHW AN, CANTAHOBA | ANNALS OF CRITICAL CARE | 2024

PEKOMEHZALINW

Kommenmapuii. KoHmpoab ezeMoKoazyAsyuu npu neyeHoY-
Holl HedocmamoyHocmu mpebyem MOHUMOPUH2a HE MO/bKO
cmaHOapmHbix nabopamopHsix mecmos — [1TB, AYTB,
Koau4Yecmsa mpomM6oyumos u pubpuHo2eHa, — HO U MPOM-
6o3nacmozpaguu, Komopas ho3gossem cyoums o cme-
neHu KoMneHcayuu cucmemsl 2emocmasa [55, 56]. Lange
etal. [57] B 0630pe aumepamypsi KOHCMamupytom, 4Ymo
PYymuHHble nokazamenu koazynayuu (A4TB, [1TB, MHO)
Yy nayueHmos c oucdyHkyuell nedyeHU He ompakarom pe-
anbHbIli pUCK KPOBOMEYEHUSA UMO2Yym NpUBECMU K Headek-
BamHoOMy BBeOEHUI0 2eMOCMamuKoB U npenapamos KpoBU.
Tpombo3anacmomempuyeckue Memodsl OYeHKU 2eMocmasa
Nly4quie ompaxkalom ezeMocmas in vivo, ymo cnocobcmayem
BbI6OpY NpaBuUNbHOU CMpameauu fe4eHus.

Mpu xpoHu4ecKux 3a6oseBaHUAX Ne4eHU KOHYyeHmpa-
Yus NpoKoazyAAHMHbIX paKmopoB, KaK NPaBUAO, CHUXKEHA,
00HaKo codepiKaHue 3HO02EeHHbIX aHMUKOa2yAAHMOB (aHmu-
mpom6un Ill, npomeursi C u S) makyKe CHUXEHO, BCe 3Mo
B COBOKYNHOCMU noddepkusaem 2eMocmamu4deckuli 6anarc.
Mosmomy Hecmomps Ha mo, ymo [1TB (MHO) u AYTB yka3biBa-
oM Ha Ha/nu4ue Koazy/1onamuu y nayueHmos ¢ XpoHu4eckol
neyeHouYHol HedocmMamoyHOCMbI0, PYHKYUOHANbHbIU MeMOO
oduazHoCmMuKu — mpomboanacmozpagus caudemenscmayem,
Ymo 2eMocma3s KOMNeHcupoBaH B 60/bWUHCMBE C/yYaes.

Stravitz T. et al. npocnekmusHo usy4uau 51 nayuenma
¢ ocmpoii neyeHo4Holi HedocmamoyHocmsio [58]. Hecmomps
Ha cpedHue 3Ha4eHuss MHO 8 3,4 (duanasoH 1,5-9,6), y 63 %
nayueHmos Bce napamempsi T3 Haxodunucek B npedenax
HOpMbl, 60s1ee mozo, y 8 % nayueHmoBs no 0aHHbIM TII bbina
aunepkoazynayus. ABmopsl coenanu 8biBod, ymo T3l 6bina
3Ha4umesibHO 4yscmsumesnsHee, 4em MHO, 014 npo2Ho3u-
POBaHUs pucka KpoBomeydeHus, a 3Ha4eHus MHO He cunbHo
omAuYanuCh y nayueHmos C KpOBOMe4eHUSAMU Om MaKoBbIX
6e3 kposomeyeHus. OCHOBHbIM napamempom TII, koppenu-
PYIOWUM C PUCKOM KpOBOMeYeHus, b6bina MA o6pasyrowezocs
caycmka.

B 0py2oM npocnekmuBHOM UccnedoBaHUU NayueHmos
€ ocmpoli ne4yeHoYHol HedOCMamo4HOCMbIO aHaAU3 Koazy -
yuu npoBooUCA NPU NOCMynAeHuU B8 0moeaeHue UHMeHCUBHOL
mepanuu u yepes 48 4 [59]. CpedHee 3HayeHue MHO y aHanu3zu-
Pyembix hayueHmoB cocmasuno 4,3, 00HaKo 3Ha4eHus TII 6binu
B 30He 2unoKoazynayuu mosskoy 20 % nayueHmos, 8 mo Bpems
KaKy 45 % oHu 6b11U HOpManbHbl, ay 35 % — cBudemenscmeo-
Ba/u 0 2UnepKoazyNAyuU.

AuazHocmuydeckue Kpumepuu aHMuPocPhoauNUOHo20 CUH-
dpoma [16, 17, 52] cnedyrowue.

KnauHu4eckue kpumepuu:

1. Cocyoucmslii mpom603.

OOuH unu 6onee KAUHUYECKUL 3nU300 apmepuanbHoO20, Be-
HO3HO020 U/IU MPOMb03 MENKUX COCYOOB B 1106bIX MKaHU UAU Op-
2aHe. Tpomb03 dosKeH 66imb N0OMBepPIKOeH Bocnpou3sedeHUeM
u306paeHus uau donnaepoBCKUM UCcnedoBaHUEM AUub6o Mop-
gonozuqecku, 3a UCKNOYEHUEM NOBEPXHOCMHBIX BEHO3HbIX
mpom60308. Mopgonozuyeckoe nodmsepoeHue 00MXKHO 6bimb
npedcmag/ieHo npu 0MCymMcmBUU 3Ha4UMeIbHO20 BOCNaneHus
cocyoucmoli CmeHKu.
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2. [Tamonoaus 6epemeHHocmu.

m OOuH cayyall unu 601ee BHympuympobHol aubenu
Mopgonoauyecku HopManbHo20 naoda nocae 10 Hed.
2ecmayuu (HopManbHble MOpPHonoudecKue Npu3HaKu
nnoda dokyMeHmupoBaHsl Ha Y3 uau Henocpedcmser-
HbIM OCMOMPOM N00a), unu

m O0OUH cayYal unu 6osee npexxoeBpeMeHHbIX podoB
MoppooaudecKu HOpManbHO20 naoda 0o 34 Hed. 2ecma-
YUuu U3-3a BbIPa)KEHHOU NPe3KAaMNCUU UAU SKAamncuu
U6 BbipaKeHHOU naayeHmapHol He0oCMamo4Hocmu,
unu

® mpu unu 6osee nocaedoBameNbHbIX Cy4yas CNOHMaH-
Hbix a6opmos o 10 Hed. 2ecmayuu (UCKAKYEHUe — aHa-
momuyeckue degpekmbl MamKu, 20pMOHa bHbIE Hapy-
WweHus, MamepuHCKUe Uau OMyoBCKUE XPOMOCOMHbIE
HapyweHus).

JlabopamopHsie Kpumepuu:

1. AHmumena k kapouoaunuHy IgG unu IgM uzomunos,
BbIsIB/AISieMble B CbIBOPOMKE B CPEOHUX UAU BbICOKUX mumpax,
no KpatiHeli mepe, 2 paza B meyeHue 12 Hed., C NOMOW|bI0 CMaH-
0apmu30BaHHO20 UMMYHO®pEepMEHMHO20 MemMooa.

2. AHmumena k B2-a2nukonpomeuny | 1gG u/uau IgM uzomun,
BbIAABASieMble B CbIBOPOMKE B CPEOHUX UNU BbICOKUX mumpax,
no kpatiHeli mepe, 2 pasa 8 meyerue 12 Hed., C NOMOWbIO CMaH-
0apmu30BaHHO20 UMMYHOpEpMEeHMHO20 Memoda.

3. Bon4aHOYHbIl aHMUKOa2yASiHM B nnasme, B 0ByX uau 60-
flee cayqanx uccnedoBaHuUsA C NPOMEXKYMKOM He MeHee 12 Hed.,
onpedensiemslil coenacHo pekomeHOayusm MexxOyHapoOoHO20
o6ujecmsa mpom60308 U 2eMocmasa (uccnedoBamenbCKasn
2pynna no BA/ocdonunud-3aBucumbimM aHmumenam):

m yO/UHeHUe BpeMeHU CBepMbIBaHUs NAa3mbl B pocgo-

AUNUO-3aBUCUMbIX Koazynozudyeckux mecmax: A4TB,
MTB, mecmbi c sdamu 2adtoKu Paccena, mekcmapuHoBoe
Bpems;

® 0MCymcmaue KOpPeKyuU yOAUHEHUS BpPeMEHU CBEPMbI-
BaHUS CKpPUHUH20BbIX MeCcmoBs B mecmax CMeWuBaHus
c 0oHopcKol nna3mol;

m YKOpOYeHUue UnuU KOppeKyus yONUHeHUS BpeMeHU cBep-
MbIBaHUA CKPUHUH20BbIX Mmecmos npu dobasaeHuu
¢gocpoaunudos;

m UCKA4eHue Opyaux Koazysnonamudl, KaK, Hanpumep,
uHaubumopa pakmopa VIl ceepmobiBaHUA KPOBU UNU 2€-
napuna (ydnuHstouux gocgonunud-3asucumMbie mecmsi
cBepMbIBaHUS KPOBU).

Mpu coyemaHuu peyudUBUPYIOWUX OKK/O3UL MUKPOUUPKY-
/IAMOPHO20 pycaa c mpomboyumoneHueli dugpepeHyuanbHbil
duazHo3 NpoBOOUMCS C MPOMBOMUYECKUMU MUKPOaH2UONaMusMU.

Akywepckas namonozaus A®C mpebyem nabopamopHoz0
noomaepi0eHUA U UCKAOYeHUA Opyaux npuquH nomepu be-
pemMeHHoOCMU. Mo U 2eHemu4ecKue mpombogduauu BbICOK020
pucka (2oMo3uzomHble Mymayuu pakmopa JleiideHa, npompom-
6uHa, coYemaHus ux 2emepo3u20MHbIX BapUaHmMos, Mymayuu
B 2eHe aHmumpom6uHa, npomeuros C u S), u BocnanumesnbHas
namoso2us no/oBbix op2aHos. ADJI Mo2ym BbIABAAMBCA NPU UH-
eKUUOHHBIX 3a60/1€BaHUAX B HU3KUX UNU CPEOHUX NO3UMUBHbIX
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YPOBHSIX, @ 0418 UCKAIOYeHUSA CBA3U C UHPeKyueli He06X00UMbI
nosmopHsbie uccnedosaHus AQJ] 4epes 12 Hed.

Takum ob6pazom, AQC — asmo aHmumeno-uHoyyupoBaH-
HbIli MpoMmM603, 0CHOBOU OuazHO3a KOMOPO20, HapAOY C KAUHU-
YeCKUMU NpOABAEHUAMU, ABNAEMCA 0653ameibHoe Hanuque
Cepoio2uYecKux MapKepoB. AKywepcKyto namosaozuto npu AQC
cnedyem paccMampusams Kak mpombomu4ecKoe 0CN0XKHeHUe.
O0HokpamHoe uccnedosaHue A®JI He no3gonsem sepuguyupo-
Bamsb unu uckaryums AQC.

CKpUHUH20BbIMU Oua2HOCMUYeCKUMU mecmamu oudgpe-
peHyuanbHol 0Ua2HOCMUKU Hac1edCMBEeHHbIX Koazyaonamuli
asasaromcsa AYTB u [1TB, ux usmeHeHue mpebyem BbINONHEHUSA
cneyugduyeckux 0oNoNHUMENbHBIX UCCAeD0BaHUL, Ha OCHOBaHUU
Komopbix U nodmsepyxdaemcs Haau4ue mol Unu uHol Hacneo-
cmBseHHoli Koazysnonamuu.

MpuHyunel dugppeperyuanbHoli duazHOCMUKU Hacaeo-
CMBeHHbIX Koa2ynaonamuli npedcmasersi 8 [IpunoxeHuu 5
oHnaliH-sepcuu cmamsu [16].

PekoMeHaauua 9. Y naumneHToB AnA BbIABIEHNA TUMNO-
koarynauum u [1BC-cuHApoMa peKoOMeHAYeTCs UCMO/b-
30BaThb wWwkany JABC-cuHgpomMa The International Society
on Thrombosis & Haemostasis (ISTH) [60] (YA4 — 5,
YYP — Q).

KommeHnmapuii. Mozym ucnosnb3oBambcs u Opyaue wKasbi
duazHocmuku []BC-cuHdpoma: Japan Ministry of Health Labor
and Welfare (JMHLW), Japanese Association for Acute Medicine
(JAAM), Chinese DIC scoring system (CDSS). Bce ykazaHHbie Bbiuie
WKa bl UCNO/b3YIOM MUHUMaNbHbIU Habop nabopamopHbix
mecmoB, 00CMynHbIX MEQUUYUHCKOU op2aHu3ayuu 1106020
YPOBHS, N03BOAAIOWUE MAKCUMa/IbHO 6bICMPO BbIABUMb UMEHHO
2UNOKOA2yNAYUIO U Ha4amb KOPPEKYUI HapyweHull cucmeMsl
2emocmasa (mab6. 3—6). OdHaKo 3Mu WKabl HeNPU20OHbI 015
BblsiBAEHUS mpombomuyecko2o geHomuna /[JBC-cuHopoma.

p
Tabaumua 3. Lkana AMarHoCTUKM HesBHOro (non-overt)

JABC-cunapoma (International Society
on Thrombosis and Haemostasis, 2001)

Table 3. Diagnostic scale for non-overt DIC syndrome
(International Society on Thrombosis
and Haemostasis, 2001)

Mokasarenb [JMHaMuKa n3MeHeHUl 3a 24 4

1. imeeTca im y naumeHTa
3aboneBaHue, cBzaHHoe ¢ [|BC-
CUHAPOMOM?

Ja: 2 6anna

HeTt: 0 6annos

2. [naBHble KpuTepun

YBenunuenue: -1 6ann
be3 n3meHeHuit: 0 6annos
YMeHbLieHue: 1 6ann

Konnyectso TpoMbOLMTOB:
Bonee 100 x 10% 0 6annoB
Menee 100 x 10%: 1 6ann

OKoH4aHue maba. 3

MokasaTtenb

[MHaMuWKa naMeHeHuUi 3a 24 4

Y AnVHEeHWe NpOTPOMBUHOBOrO
BPEMEHU:

MeHee 3 c¢: 0 6annos

Bonee 3 ¢: 16ann

YMeHbLweHue: -1 6ann
be3 nsmeHeHuin: 0 6annos
YBennyenue: 1 6ann

Hopma: 0 6annos;
YBenvyenue: 1 6ann

MpoayKTbl Aerpagauun dudpuHa:

YMeHbLeHune: -1 6ann
be3 nsmeHeHuit: 0 6annos
YBennyenue: 1 6ann

3. Bcnomorate/ibHble KpyUTepum

AHTUTPOMOUH Il Hopma: -1 6ann
YMeHbLueHuwe: 16ann
MpoTenH C Hopma: -1 6ann

YMeHblieHue: 1 6ann

Jpyrve aHTUKOArynAHTbI

Hopma: -1 6ann
YMeHbLieHne: 1 6ann

CymMa 6annos 6onee 5 — HesBHbIN [BC-cHApOM.

-

Ta6nauua 4. Llikana gnarHocTvku aeHoro (overt)
JABC-cunapoma (International Society
on Thrombosis and Haemostasis, 2001)

Table 4. Diagnostic scale for overt DIC syndrome
(International Society on Thrombosis
and Haemostasis, 2001)

EcTb i y naymeHTa 3abosneBaHune, cootsetcrBytolee [1BC-cuHapomy?
Ecaun aa, To nepexoamnM K WwKane:

MNokasatenb Bannbi
Konnuectso TpoM60OLMTOB
>100 x 10°/n 0
50-100 x 10°/n 1
<50x%x10%/n 2

PacTBopvMble MOHOMepbl UGPUHA/MPOAYKTEI AerpajaLmnm pubprHa

Het yBennuerua 0

YMepeHHoOe yBemyeHme 2

3HauuTeNIbHOe yBe/IMYeHe 3
YBenn4eHve NpoTpPOMO6MHOBOro BpeMeH

MeHee yeM Ha 3 ¢ 0

OT3p06¢C 1

bonee yueMHa 6 ¢ 2
®urbpuHoreH

Bonee 1r/n 0

Menee 1r/n 1

CymmMa 6annos 6onee 5 — asHbIi [IBC-cuHApOM.
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Tabauua 5. ConocTaBnieHMe pasNyHbIX WKaA AUArHOCTUKM aBHoro /JIBC-cuHapoMa (reMopparuyeckas ¢popma)

Table 5. Comparison of various diagnostic scales for overt DIC (hemorrhagic form)

MapameTp

Kputepun [1BC no JMHLW

Kputepun /1BC no JAAM

CooTBeTcTBytolLee 3aboneBaHme

16ann

0 6annos

KnnHnyeckme npoassieHnA

KpoBoTeueHune —16ann
MOH —16ann

SIRS 6onee 3 —16ann

TpombouuTel, x 109/

OT1 80 a0 120 — 1 6ann
Ot 50 10 80 — 2 6anna
MeHee 50 — 3 6anna

Ot 80 A0 120 1 cHKeHne Ha 30 % — 1 6ann
Ot 50 a0 80 1 cHKeHWe — 3 6anna

nAa®

Ot 10 go 20 Mkr/Man —16ann
Ot 20 a0 40 MKr/mMn — 2 6anna
Bonee 40 Mkr/mn — 3 6anna

OT10 go 25 Mkr/mn — 1 6ann
Bonee 25 Mkr/mn — 3 6anna

®ubpuHoren, r/n

OT11p01,5—16ann
Menee 1,0 — 2 6anna

Het

MpoTpoM6U1HOBOE BpeMs

1,25-1,67 — 1 6ann
Bonee 1,67 — 2 6anna

Bonee 1,2 —16ann

[JuarHos Bonee 7 6annos

Bonee 4 6annos

JMHLW — Japan Ministry of Health, Labour, and Welfare, JAAM — Japanese Association for Acute Medicine.

Tabauua 6. Llkana gnarHoctuku JBC-cuHapoma
Chinese DIC Scoring System (CDSS), 2012

Table 6. DIC diagnostic scale Chinese DIC Scoring
System (CDSS), 2012

OKoH4YaHue maba. 6

MyHKTBI Bannbl

1. CooTBeTCTBYMOLLEE 3a60/1€BaHMNE 2

2. Knnnnyeckune nposasaexus

KpoBoTeyeHue (KpOBOTOUMBOCTb), BcTaBbTe nto6oe

MyHKTBI bannsl
YanvHenue MNB 6onee namn pasHo 3 ¢ 1
nan yanvrervie AMTB 6onee nam pasHo 10 ¢
YanvHenue MB 6onee namn paBHo 6 ¢ 2
dubpuHoreH (r/n)
Bonee nnn pasHo 1,0 0
MeHee 1,0 1

[AuarHos: 7 6annos unm 6onee.

He3aBMCMMOe OT OCHOBHOr O 3abo/1eBaHMA 3HayeHue
LLIoK, HapyLueHne MUKPOLIMPKYAALMN, 1
He3aBMCMMOe OT OCHOBHOTO 3ab0/1eBaHwS

HeobbAcHeHHasn opraHHas He0CTaTOYHOCTb

3. labopaTopHsble nccnes0BaHuA

Konuyecteo Tpom6oumTos (109/1)

Bonee nnn pasHo 100 0
80-100 1
MeHee 80 2
YMeHblieHne Ha 50 % B TedeHne 24 4 1
D-anmep (Mr/n)

Menee 5 0
5-9 2
Bonee nnn pasHo 9 3
YannHenue MB n AMTB

YpanvHeHwue B meHee 3 ¢ n yanuHeHue AlNTB 0

MeHee 10 ¢
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4. HTeHcMBHasA Tepanus HapyLlUeHWUA
CMUCTEMbI reMoCTasa, BKAlovas
MeANKaMEeHTO3HYI0 U HeMeANKaMEeHTO3HY0
Tepanuu, gAueToTepanuio, obes6onmnsaHume,
BbIGOp MeTOA0B aHeCcTe3Mn, NoKasaHnA

¥ NPOTUBOMOKa3aHMA K MPUMEHEHUI0
MeTO/0B N1e4eHunn

4.1. Bbibop MeTOAa aHecTe3UN

PekomeHgauma 10. Npu BbiIbope MeToza aHeCTe3umn peKo-
MEeHAYeTCA Yy4YUTbiBaTb MPOTUBOMOKA3aHNUA K permoHap-
HOW, HeMpOaKCMaibHOW aHeCcTe3unn CO CTOPOHbI CUCTEMbI
remMocrasa A/ NPOPUNaKTUKM reMOpparniyeCcKmx OC/10K-
Henuin [60] (Y44 — 5, YYP — Q).
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PekomeHaauma 11. Y nauneHToB, NPUHUMAIOLNX aHTU-
TpoMbOTUYeCKMe nNpenapaTsl, Npy BbIbOpe BpeMeHU naa-
HOBOM onepauuu (MHBa3WBHOM Mpoueaypbl) U MeToaa
aHecTe3un peKoMeHAyeTcs cob/toAaTb BPEMEHHbIE WH-
TepBa/ibl OT MOC/IEAHErO MpYeMa npenapara 40 Havasa
onepaumu (aHecTesuu) ans NPodUNAKTUKIN reMopparu-
yeckmx ocnoxHenuin [60] (Y44 — 5, YYP — C).

PekomeHaauusa 12. Y naumeHToB, NPUHUMAKOLMX aHTU-
TPOMBOTUYECKME NpenapaThbl, Mpy HeO6XOA4MMOCTM IKC-
TPeHHoI onepaumu (MHBa3MBHOW NpoLesypbl) peKoMeH-
AYETCA WCMO/Nb30BaTb METOAbl SKCTPEHHOW peBepcumu
Y KOPPEeKLMW HapyLUeHUI reMocTasa 418 NPOGUAAKTUKM
reMopparvyeckux ocnoxHenun [60] (Y44 — 5, YYP — C).

PekomeHaauums 13. Npu nHTpaonepaLoOHHON MaCCUBHOM
KPOBOMOTEPE U KOary/ionaTm4yeckoM KpoBoTeHeHun (re-
Mopparuyeckom deHotune JBC-cuHApoMa) peKoMeHAy-
eTCcA NpoBe/eHVe NPOTOKO/1a MaCCUBHOM TPaHCPy3un Ans
KOPPeKLMW HapyLLIeHWi B CUCTEMe FreMOCTa3a U yMeHblie-
HUA o6beMa KpoeonoTepu [61-66] (Y44 — 1, YYP — A).

PekomeHgauma 14. layventam c [JBC-cuHapomom
C KPOBOTEYEHMEM WU NPU BbICOKOM PUCKE €r0 pa3BUTUA
(BbINO/NIHEHME WHBA3UBHBIX BMELIATENLCTB MpU YPOBHE
TpoM6ouuToB < 50 x 109/1) pekoMeHAyeTcA TpaHcdy3ua
KOHLieHTpaTa TpoMbouuTos [67-69] (YA4 — 5, YYP — Q).

PekomeHpaauma 15. MNaunenTam c [1BC-cuHapoMoM ¢ Kpo-
BOTeyeHueM u/unu yannHenmem MNTB n AYTB pekomer-
Ayetca TpaHcdysua C3M B o6beme 15 ma/kr [67-69]
(Yaa—5, Yyp—Q).

PexomeHaauums 16. MNaumerHtam ¢ IBC-cuHapoMom He pe-
KoMeHAyeTcA NpodUIaKTUHeCKOoe Nepe/iMBaHNe KOHLLeH-
Tpata TpombouuTos u C3M [67-69] (Y44 — 5, YYP — C).

PexkomeHgauma 17. MNpu Taxkenon runopubpuHoreHeMmm
(mMeHee 1,5 r/n), coxpaHstowencs HecMoTps Ha MHGY3uI0
C3I1, pekoMeHAyeTCA NPOBOANTL TPaHCHY3MIO Kpronpe-
umnurata [67-69] (YA4 — 5, YYP — Q).

PekoMeHAauma 18. Y nauuneHTOB € KOary/iauMoHHbIM TH-
nom [1BC-cMHapOMa peKoMeHAyeTCA NPUMEHEHWe Mpo-
¢$unakTmyeckux gos HMr, obnagarowmx npopmbpuHo-
nnuTudeckuM apdektom [70] (YAL — 5, YYP — Q).

PexomeHaauma 19. MNpu MHTpaonepaLMoHHON MaCCUBHOM
KPOBOMOTEpe 1 Koary/1o0naTMyeckoM KpoBOTeYeHUM (re-
MopparuyeckoM deHoTune JBC-cuHapoMa) peKoMeHAY -
eTcA BBe/leHM e TPaHEeKCaMOBOMN KUCOThI B o3e 15 Mr/kr
AN CHUXKeHUA 06beMa KpoBOMoTepu 1 o6beMa TpaHChy-
31M aNNIoreHHbIX KOMMOHEHTOB Kposu [71-77] (YA4 —1,
YYP —A).

Kommenmapuii. AHmugubpuHonumuyeckue cpeocmsa
3ppeKkmuBHbI NPU KPOBOMEYEHUAX, HO UX UCNO/b30BaHUE
y nayueHmos c /JBC-cuHOpoMOM peKoMeHOdyemcs mozda,
Ko20a 2unepdubpuHonu3 ABNA€MCS OOMUHUPYOWUM na-
modguzuonozudeckum mexaHusmMom (pubpuHoaumuydeckudi
BapuaHm /JBC-cuHdpoma) [78].

Huskue ypoBHU mpoM60ouuUMoB u KoazynAYUOHHbIX hakmo-
pOB MO2ym yBeAu4ums puck Kposomeyerus [3, 79]. OdHako,
€02/1aCHO NOCNEOHUM PYKOBOOCMBaM No BeOeHUr nayueHmos
¢ [IBC-cundpomom [67-69, 80], BBedeHue KoHyeHmpama mpom-
6oyumos u C3[1nokasaHo Npu HaAU4UU aKMUBHO20 KPOBOMeYe-
HUSA UNU BbICOKO20 pUCKa e20 pa3sumus. [jna koppekyuu degu-
yuma akmopos cBEpMbIBaHUSA, NPOABAAIOUE20CA YONUHEHUEM
AYTB, [1TB u cHUXKeHUeM ypoBHSA ubpuHozeHa, Moxxem nompe-
608ambcsa docmamo4Ho 60abwoli 06bem C3/1 (o 30 ma/ke,
HayYanbHas 003a — 15 ma/ke). [pu 3mom Heo6x00UMO NOMHUMb
0 puckKe nepezpy3ku nayueHma obemom. Jlegpuyum gubpuroze-
Ha MOJXHO ycmpaHums nymem mpaHcg@y3uu Kpuonpeyunumama
[70, 81].

Tepanus aHmMuKoazyAaHmMaMu ABAAEMCA payUuoHanbHbIM
Nno0x000M, OCHOBaHHbIM Ha MoM, Ymo []BC-cuHopom xapakme-
pusyemcs obwupHol akmusayued koazynayuu [67-69]. Xoms
3KCnepuMeHmasnbHble UccnedoBaHUA NoKasanu, 4mo npenapa-
mbl 2pynnbi 2enapuHoB UH2UBUPYIOM akmuBay Uk Koazynayuu
npu [IBC-cundpome [82], Hem PKU, demoHCcmpupyrouyux, Ymo
UX Ucnosib30BaHue y nayueHmos c [JBC-cuHopomom npusooum
K YAy4WeHUto KAUHUYECKUX pe3y/1bmamos.

Mcnonb3oBaHue aHMuKoazyAaHMoOB y nayueHmos
¢ [JBC-cuHOpoMOoM npodoaxkaem akKmuBHO U3y4ambCA.
KpynHomacwmabHoe MHoz2oyeHmposoe PKU He BbiABUAO
3HaYUMO20 CHUXKEHUS CMEpMHOCMU Y NAaYUEHMOB C MAXKENbIM
CeNncucomM, nony4aswux KOHyeHmpam aHmumpom6uHa [83].
Mpomeun C ynyqwun pe3yabmamsl Ae4eHUs B HE601bWOM
uccnedosaHuu, nposedeHHoM 8 AinoHuu [84], Ho oH He 6bin
0006peH 08 neverus []BC-cunopoma. TpomMb6OMOOYAUH
B 00HOM PKU nokasan KynuposaHue HapyweHul, CBA3aHHbIX
¢ ]BC-cUHOpOMOM, HO CyW,eCmMBEHHO He YMEeHbWUN CMepm-
Hocms [85].
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PekomeHpauma 20. Y naumMeHTOB C XPOHUYECKOW neye-
HOYHOM HeJOCTaTO4YHOCTbIO 6e3 MpU3HaKOB KPOBOTE-
YyeHMA He peKoMeHayeTca ucnosb3osatb C3I1 agna Kop-
pekuuu MTB (MHO), ecim oHM yanvHeHbl He 6o/1ee YeMm
B 2,0 pa3a OT BepXHero 3Ha4eHnA HOpMaJibHbIX MOKa3aTe-
neii [86] (YAA — 3, YYP — B).

PekomeHpaumsa 21. Mpu ocTpor neYeHoUYHOW HepocTa-
TOYHOCTU yMepeHHO noBsbiweHHoe MTB uam MHO (yse-
/mdeHune He 6onee yeMm B 1,5 pasa) He pekomeHgyeTca
KOPPEeKT1pOBaTb Nepe/ onepaTUBHbLIM BMeLIaTe/IbCTBOM
VNN NHBA3MBHOWM MaHWNyAAILMEN, 338 MCKNIOYEHUEM YCTa-
HOBKM [aT4MKa KOHTPO/A BHYTPUYEPENHOro AaB/eHNA
[87,88] (YAA —5, YYP —C).

PekoMeHgaumsa 22. Y nauneHToB C NeYEHOYHOM HeaocTa-
TOYHOCTBIO A/11 BO3MELLEHUA TAXKEI0ro Aedpuumta pakTo-
poB cBepTbiBaHMA peKoMeHayeTca BeegeHune C3[1 B gose
40 30 M/kr nyTeM nnasmMoobmeHa [89] (Y44 — 3, YYP —B).

PekoMeHaauna 23. Y nauMeHTOB C KpPOBOTEYEHUEM
unu nepeg ruoncumei neveHn Npyu TpPOMBOLMTONEHNUMN Me-
Hee 50 x 10°/n pekoMeHAyeTCA TpaHCPY3UA KOHLLEHTpaTa
Tpom6oumTtos [90] (Y44 — 4, YYP — C).

Kommenmapuii. [TepenusaHue C3[1 8 nonbimke ucnpasums
aHoMa/bHble NabopamopHble mecmsi 3a4acmyro HeonpaBoaHHoO
U nomeHyuanbHO BpeOHO, M.K. hpuBoOUM K nepezpy3Ke 06b-
eMOoM u 2emMoountoyuu. BozmeujeHue degpuyuma gpakmopos
cBepmbiBaHUs mpebyem docmamo4Ho 601bwo020 ob6vema C3/1,
Ymo BO3MOXHO MO/IbKO C NOMOUibI0 nna3moobMera. [TocnedHue
peKomeHdayuu He nodoepikuBarom ucnosb3osaHue C3[10a5
npogunakmuyeckoli Koppekyuu aHoMasnbHoz20 [1TB uau MHO
Yy nayueHmos ¢ 3a6onesaHuamu nedenu [91, 92]. KoHyenmpam
npompom6uHOBO20 KOMNAEKCa B KOMBUHayuU ¢ sumamuHom K
(He 3apeaucmpuposaH B Poccuu) no3goasiem 6b1cmpo cKop-
pekmupoBame 3Ha4umenbHo nossiweHHoe [1TTB/MHO neped
CPOYHBIMU UHBA3UBHBIMU MaHUnyAayusmu [93].

Kuroda et al. [94] nposenu mHozoyeHmposoe PKU (n=141),
Umobbl BbIACHUMB, ABASEMCSA U BBedeHUe aHmumpombuHa Il
agpexkmusHol mepoll npodunakmuku nocmaenamakmomuye-
CKoll neyeHO4YHOU Hed0CMamo4YHOCMU, B MOM YUC/e KOazyno-
namuu. Pe3yasmamel nokasanu, Ymo yacrmoma nocsneonepayu-
OHHOLUI K0a2y/10namuu U N0CMaenamaKkmoMuYyecKol ne4yeHoYHOLU
Hedocmamo4Hocmu 6bina conocmasumoll B obeux 2pynnax
neyerus (aHmumpoméuna lll u nnaye6o). BeedeHue aHmumpom-
6uHra Ill c yensto npedomspaujeHus nocmaenamaKkmomu4eckoll
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ne4yeHo4Holi HEOOCMamoyYHOCMU He NOKa3biBano 3Ha4uMOll
N0/Ib3bl, KaK U He yBeAUYUBAN0 PUCK OCAOKHEHUU.

MepenusaHue mpomboyumos cnedyem paccMampusams
MoAbKO npu msaxenol mpomboyumoneHuu. 158 mozo 4mobbi
oueHums 3gpgpexmusHocmb mpaHcdysuu mpomboyumos, 0o-
JKeH 6bImb npou3ssedeH nodcyem ux KoauYecmsaa 8 nepsblil yac
nocsne nepenuBaHus. ¥ nayueHmos co cnaeHomezanuell sggpex-
muBHOCMb mpaHc@y3uu mpomboyumos bydem CHUXeHa u3-3a
UX NOBBIWEHHO20 Pa3pyeHUsl.

penapamos, Komopbie Mo2ym ycuaums mpoméoyumone-
HUIO UAU yXyouwums QyHKUYUI nevyeHu, Heobxooumo usbezamso
(HIMBC, npombiBaHue 2enapuHOM Hampusi UHMPaBEHO3HbIX AUHUL
u Kamemepos).

MomMumo ocnoxHeHull u 3ampam, cBA3aHHbIX C NPOPuAaKMU-
YeCcKUM nepeauBaHUeM npenaparmos KpoBU, eCMb euje HECKO/bKO
apaymMeHmos npomus nodobHol npakmuku. [Tepsbili — 3¢pgpek-
musHocmb mpaHcgy3uu C3/1 u KoHyeHmpama mpom6oyumos
C yesnbto npedynpexxoeHuss KpOBOMeYeHUA HUKo20a He bbina
npodemMoHcmpuposaHa [91]. Bo-8mopbix, N0NHas HopManuzayus
nabopamopHbIX NapaMempos y NayUeHMoB C YUPPO3OM neyeHu
pedko docmuzaemcs Ha poHe BBEOEHUS KOHYeHMpPamos MpoM-
6oyumos u C3/1[86, 92].

TaKxe Heob6x00uMo NoMHUMb, 4mo npu X3[1 cyujecmsyem
PUCK BeHO3HOU mpomM603M60aUU, neYeHoYHas KoazyAonamus
He Mo)xem paccMampuBambCs Kak pakmop, CHuxxarowuli puck
ee BO3HUKHOBEHUS.

AxkmuBayus ¢ubpuHoausa mpyoHo noddaemcs KoppeKyuu
Ha KoHeyHol cmaduu ne4eHoyHol namosnoauu. Tem He MeHee
aHMUPUOPUHONUMUYECKUE BEW,ECMBa, MaKue KaK aMUHOKanpoHo-
Bas KUC/I0Ma, mpaHeKcaMoBas KUC/10Ma, yMeHbWarom o6beM UH-
mpaonepayuoHHoli KpoBonomepu u nompe6Hocms B mpaHcgdy3suu
npenapamos Kposu y nayueHmos ¢ namosnozueli neqeHu [95, 96].

PexombuHaHmHbili pakmop Vlla (rFVlla) nokaszan cHuxeHue
Kposonomepu npu mpaHcnaaHmayuu neyexu [97], Ho paHoomu-
3UpOBaHHble KAUHUYECKUE UCCNe00BaHUSA He 0OKa3aau CHUXEHUA
nompe6HoOCMU B nepeauBaHuUU Npenapamos KpoBU, HeCMomps
Ha 3HayumenbHoe cokpaueHue [1TB [98-99].

I'eMopparndyeckre OCHOXHEHHA JaCTO BCTPEYAIOTCS
y HallMeHTOB C XpPOHUYECKOU U OCTPOH IMOYevHOH HeJ0CTa-
TOYHOCTBI0. CyIecTByeT psij HOAXOAO0B K CHIDKEHHIO PHCKa
KpOBOTe4YeHHU IIPH NOYEYHOH HeJOCTATOYHOCTH:

1. IToueunas 3aMecTHTeNbHAA Tepanus (IIepUTOHeaIb-
HBIH MA/IN3 WA TEMOANAIN3) YIy4diaeT QyHKIUI0 TPOMOO-
IIUTOB IIyTeM yAAIeHUA ypeMHIeCKUX TOKCHHOB [100, 101].

2. Koppeknua anemun npu XIITH spurponostunoM
IIOMOraeT IpejOTBPATUTh YpPeMHYECKOe KPOBOTEUYEHHe.
VBe/mueHue KOJMIECTBA SPUTPOLUTOB CIIOCOOCTBYET HOP-
Mau3anyy (QyHKIUE TPOMOOIIUTOB.

3. KpronpenumuTaT HCIOIb30BaICS AL IedeHU ype-
Mudeckux KpoBoreueHuit. OH s pexTuBeH yepes 1 4 mocie
nH}Yy3HUH, ¢ MAKCHMaIbHBIM 3 deKxToM B npegenax 4-12 4.
ITpumepno y 50 % ypeMHUYeCKUX MAIJUEHTOB KPHUOIIPELIAIIN-
tar HeaddekTuBeH [8].
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5. KoHblorupoBaHHbIE 3CTPOTEHbI MOI'YT YMEHBIIHTh
KpOBOTE€YEHHEe Y YPeMHUIECKUX ITAIJHeHTOB, 0COOEHHO IIPU
JKeJTyZ0YHO-KUIIeYHOM U BHYTPUYEPEHOM KPOBOTEIEHUN
WY TIPH OOLIMPHOM OIlePAaTHBHOM BMelnaTebCTBe [102].

6. TpaHekcamMOBas KHCJ0Ta COKPAIaeT BpeMs KPOBO-
Te4eHHA y YPeMUYeCKHX ManueHToB. OHAKO OHa HaKall/IH-
BaeTCH y IAIJUeHTOB C I0YeYHOH HeJ0CTaTOYHOCTBIO, X HET
HUKAaKUX ZOKa3aTeJbCTB ee IPEeBOCXOACTBA Haj APYTHMHU
BruZamMu Tepanuu. I103TOMy BOIPOC 00 HCIOIB30BAHUU
TPaHEKCaMOBOW KHCJIOTHI CAeAyeT PacCMaTPUBATh TOJIBKO
B OCTPOH CHUTYaI[UH, KOT/Ia APYIHe MeTO/bI JIedeH s OKa3a-
such HeaddexruBHbMH [100].

PexkomeHaauus 24. Y naLmueHTOB C MaCCMBHOMN KpoBOMOTe-
peii pekoMeHayeTca cTapToBas TpaHcdysua C3I1 B cOOTHO-
weHuu ¢ sputpoumtamu 1:1[103, 104] (YAL — 3, YYP — B).

PexkoMeHgauma 25. Y nauneHTOB C MaCCMBHOW KPOBOMO-
Tepel pekoMeHayeTca BBeaeHne C3I1 Ana noaaepxaHns
ypoBHA NTB n AYTB He Bbiwe 1,5-kKpaTHOro yseanyeHms
OT HOpMasnbHoro guanasoHa [105] (Y44 — 2, YYP — B).

PekoMeHgaumua 26. Y nauymeHToB 6€3 3Ha4YUTENbHOrO
KpOBOTeYEeHUA He peKkoMmeHayeTtca nepenvsaHue C3[1
[105] (YA4 — 2, YYP —B).

Kommenmapuii. KoHyenyusa Damage Control HayeneHa
Ha 6bIcmpyto KOppPeKyur mpasmamuyeckoll Koazysnonamuu
nocpedcmBom paHHe20 BOCNOAHEeHUS hakmopoB cBepmbiBa-
Hus Kposu. [T00X00AWUM 01 3M020 CpeICMBOM ABASEMCSA
CBeJ)Ke3aMOpOIKeHHaa naasma, Komopas codepixum npu-
61u3umensHo 70 % HOpMasbHO20 YPOBHA BCEX hakmopoBs
CcBepMbIBaHUS KPOBU.

Mpednazaemcs Ha4yuHame mpaHcgy3uro npenapamos Kposu
Y hayueHmos ¢ MaccusHoll KpoBonomepeli Hemed1eHHO, He J0-
JKUOAACh pe3yIbmamos Koa2yAayuoHHbIx mecmos (AYTB, [1TB,
ypoBeHb pubpuHozena u/uau mpombosnacmozpaguu). Ha oc-
HoBaHuu onbima BoliHbl B Vipake B Mae 2005 2. MexdyHapooHas
3KCNepmHas KOHepeHyus No MacCUBHOMY nepenuBaHuIo
B AMepUKaHCKOM BOEHHOM UHCMUMyme peKoMeHdoBana Hemeo-
/leHHoe BBedeHUe KOMNOHEHMOB Koa2yNayuu B COOMHOWeHUU
1:1:1 (3pumpoyumei, nnasma u mpomboyumsi) [103, 106, 107].
B cnedyroujue HeCKONIbLKO Iem pempocneKmuBHble OaHHbIe KaK
BOEHHbIX, MaK U 2paxK0aHCKUX NPaKMUK noKasanu yay4weHue
pe3y/abmamoB fie4eHuUs NayUEHMOB C MaCCUBHbIM KpOBOMeYe-
HueM nocsie NPUHAMUS 0aHHO20 NPOMOKOAA, UCNO/b3YOWe20
paHHee BeedeHue BbICoKol do3bl nnasmsi [104]. OdHako Hedas-
Hee paHOOMU3UPOBaHHOE KAUHUYecKoe uccaedosarue y 680 na-
yueHmMoB ¢ mpasMoli He BbIABUAO HUKaKOU pasHUybl B obuiell

BbIXKUBAEMOCMU MexKOy PaHHUM BBEOEHUEM NAa3Mbl, MPOM6O-
YumoB U 3pumpoyumos B coomHoweruu 1: 1: 1 no cpasHeHuto
c ucnosab3oBaHuem omHowerus 1: 1: 2 [108, 109]. Heobxodumo
NOMHUMb, 4MO, KaK U BCe NPOOYKMbI, NONYYEHHbIE U3 YenoBe-
yecKoli KpOBU, OCAOKHEHUS, CBA3aHHble C npumerHeHuem C3[1,
BK/I04al0Mm nepezpysKy 06beMoM, HECOBMECMUMOCMb, nepe-
0ayy UHPEKYUOHHbIX 3aboneBaHuli U annepauyeckKue peakyuu.
Ocmpoe nospeskdeHue nezkux — TRALI-cuHOpom aBasemca
cepbe3HbIM N060YHLIM 3¢dexmom mparcPyzuu C311 [110, 111].

Jost et al. [112] nposenu mHozouyeHmposoe PKU (n=150),
oyeHuBarowee B/UAHUE BBeOeHUA NUOPUAU3UPOBaHHOU NNa3Mbl
Ha 0020CNUMabHOM 3mane Ha pUCK pa3Bumusi mpasmamuyeckou
Koazysnonamuu. lMayueHmsl ¢ mpaBmMamu 6b11u paHOOMU3UPO-
BaHHO pacnpedeneHsl (1:1) Ha 2pynnbi, 8 KOMOPbIX OHU NOAY4YaNuU
Aubo nuogdunuzuposaHHyto nnasmy (uccaedyemas zpynna),
Au6o 0,9 % pacmsop NaCl (koHmposs). CpedHue 3HayeHusA
MHO, nompebrHocms 8 MaccusHol mpaHc@y3uu u 30-0HeBHas
BbXXUBaEMOCMb 661U cONOCMaBuMbI B 06eux epynnax. Takum
06pa3oM, nepeauBaHue AUOPHUAUIUPOBaHHOL NAa3Mbl ABASEMCS
6e3onacHoli, Ho He npuHocaweli d0cMoBepHoOU No/b3bl NPOYEdy-
poli 014 0aHHoU kKamez0puu nayueHmos.

PekoMmeHaauma 27. Y nauMeHTOB C TPaBMaTUYECKOM KO-
arynonaTven peKOMeHAyeTCA COBMeCTHOe BBejeHue
C3 U KoHLeHTpaTa NpOTPOMBMHOBOrO KoMekca [113]
(YAA—2,YYP —A).

Kommenmapuii. Kao et al. [113] nposenu cucmemamuyeckudi
0630p u MemaaHanus 3 uccaedosaruli (n = 840), cpasHuBa-
towux 1) coemecmtoe seedeHue C3[1 u KoHyeHmpama npo-
mpom6uHosozo komnaekca (KIK) u 2) seedeHue monasko C3/1
y nayueHmoB c mpasmMamu4eckoll Koazynonamuet. B nooepyn-
ne C3/1+ KIK yposeHb nemansHocmu 6611 00CMoBEPHO MeHb-
we (omHoweHue warcos [OLL] 0,631; 95%-ii dosepumeibHbIii
uHmepsan [95% /iN] 0,450-0,884, p = 0,007). Kpome mozo,
Bpems kKoppekyuu MHO makske 6b110 Kopoye B nodzpynne C3[1
+ KTK (pasHuya cpedHux 3HaveHuld — 608,300 muH, p < 0,001),
B MO BpeMs Kak CKOPOCMb KOPPEKYUU He noKaszana pasauyuli (p
=0,230). [pynna C3[1+ KK c MeHbweli BeposimHocmbio mpe6o-
Basa nepeauBaHus 00OHOPCKUX 3pumpoyumos (p < 0,001) u C311
(p < 0,001), Ho He mpom6oyumos (p=0,615). Yacmoma pazsumus
mpom603a 2/1y60KUX BeH bblna conocmaBuMa B 0beux 2pynnax
(p=0,460). Takum 06pa3om, no cpagHeHuto c mpaHcgy3sueli mosb-
Ko C3[1 BBedeHue C3[1+ KIK npodeMoHcmpupoBasao Ay4ulyro
BbIXUBAEMOCMb U OMCYMCMBUE NOBbIWEHUSA YaCmomsl Mpom6o-
3IMB0AUYECKUX OCN0XHEHUU y OaHHOU Kame20puu nayueHmos.

PekomeHpauma 28. Y naumeHTOB C TpaBMaTUYECKNM KpO-
BOTEYEHMEM MW NPU PUCKE TAXKENOrOo KPOBOTEYEHNSA pe-
KOMEH/yeTCA KaK MOXHO paHblle BBECTU TPaHEKCaMOBYHO
KUC/IOTY B Harpy3o4Hou go3e 1r B TeyeHne 10 MUH ¢ no-
CNeflyIolMM BHYTPMBEHHbIM BBeeHMeM 11 B TedeHue 8 u
[74,114-116] (YAA —1, YYP — A).
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PexkomeHaaumsa 29. Y naLuneHToB C TPaBMaTUYECKUM KPO-
BOTeYeHMeM, B TOM YMC/Ie Y MaALMEHTOB C YepenHO-MO3ro-
BoW TpaBMoii (YMT), pekoMeHAYyeTCA BBECTU TPAHEKCaMO-
BYIO KMCNOTY B TeYeHue 3 4 NoC/ie TPaBMbl, XenaTesbHO
Ha gorocnuTanbHoM atane [117-120] (Y44 — 2, YYP — A).

KommeHnmapuii. TpaHekcamoBas KUCA0Ma — CUHMemuyecKud
aHas02 AU3UHa, Komopbill ABAAEMCA KOHKYPUPYOWUM UH2U-
6umopom npogubpuHoauzuHa. lpumeHeHue mpaHeKcamoBoli
KUC/1I0MbI Y NaYUeHMoB, N00BEP2aloUUXCA HeKapOUOXUpypauye-
CKUM OnepamuBHbIM BMewameibcmsam, 00CMOBEPHO CHUXKaem
06bemMKpoBONOMeEpPU U pUCK NOBMOpHo20 KposomeyeHus [121].

UccnedosaHue no KAuHU4ecKol paHooMu3ayuu aHmugpuépu-
HoAUMuUYecKol mepanuu Npu 3Ha4Ume bHbIX KPOBOMeYeHUAX
(CRASH-2) oyeHuBano BausiHue paHHe20 BBedeHUs KOpOMKO020
Kypca mpaHeKcamMoBoli KUC/I0MbI Ha CMEpMHOCMb, MPOM603 Co-
Cy00B, U Ha3Ha4eHUe nepe/uBaHuUs KOMNOHEHMOB OOHOPCKOU KPo-
BU Y NayueHmMoB C KpPOBOMEYEeHUEM U/ PUCKOM 3Ha4UMeIbHO20
Kposomeyetus npu mpasme [114]. bbino paHdomu3uposaro 20 211
B3pOC/IbIX NAYUEHMOB C KDOBOMEYEHUEM NPU MpasMe UL C PUCKOM
3HaYyuMe/IbHO20 KPOBOMeYeHUs Ha oHe BBEOeHUS MpaHeKcamMoBoU
Kucoms! (Hazpy3o4Has do3a 12 8 meyeHue 10 MuH ¢ nocaedyrouseli
uH@y3uell BHympuBseHHo 12 8 meyeHue 8 4) U COOMBEMCMBEHHO
nnayebo c sBBedeHUEM MpaHeKcaMoBOLi KUC0Mb! B meyeHue 8 4
nocne mpasmbl. [lepBut4HbIM UCXOOOM bbiNa 20cNUMabHasA cMepm-
Hocmb B meyverue 4 Hed. nocne mpasMbl. Obwas nemanbHOCMb
6b1n1a 3Ha4UMeNbHO yMeHbWeHa NpU BHYMPUBEHHOM BBeOeHUU
mpaHeKkcamoBoli Kucnomsi Ha 1,5 %, a puck cMepmu u3-3a KpoBo-
meyeHus 6bi1 3Ha4UmMebHo cHuxeH Ha 0,8 % [122,123].

AHanuz nodzpynnel daHHbIx CRASH-2 nokasan, ymo paHHee
nederue (< 14 nocae mpasmbl) 3Ha4UMeENbHO YMeHbUWANO PUCK
CcMepmu u3-3a KposomeyeHus Ha 2,5 %. [Ipu Ha3HayeHuUU B CPOKU
om 100 3 4 puck cMepmu u3-3a KpOBOMeE1eHUA yMeHbWUNCA
Ha 1,3 % [117]. Roberts | et al. mak»xe noxkasanu, 4mo HazHayeHue
MmpaHeKcaMOoBOUl KUCA0MbI Cnycms 3 4 0m Ha4ana KpoBomeyeHus
nosbiwaem puck cmMepmu om KposomeyeHus Ha 1,3 %. ABmopsi
daHHoU pabombl cCHUMarom, Ymo paHHee BBeOeHUe mpaHeKcaMo-
Boli Kucaomsl y nayueHmos ¢ OMK 0o/xHO HazHa4ambCs euje
Ha 0020cnNUManbHOM 3mane, U OHU PEKOMEHOYIOM BKAOYUMb
B NPOMOKO/1 BeOEHUSA NALUEHMOB C KpOBOMeYeHUeM npu mpasme
BBedeHUe MpaHeKcaMoBoli KUC0MbI Ha MeCme NoayYeHus mpas-
Mbl. Ecnu mpaHeKcaMoByr KUC/A0MYy BBOOUMb MOALKO NO NPO-
MoKoy MaccusHOU mpaHCc@y3uu uaU UCNoAb30BamMb MONLKO
Y NayueHmos, KAUHUYECKU OUEHEHHbIX KaK NayueHmbl «NOBbIWeH-
HO20 pUCKa», Mo iemanbHbIll UcX0d cHU3UMCA 8 npedenax 40 %
[124]. [ins nony4enus makcumanbHo20 3pdexma om npumeHeHus
mpaHeKcaMoBoU KUCN0MbI ee credyem HasHa4Yams BCEM nayu-
eHmam ¢ mpasmoli U 3Ha4UmeNbHbIM KpoBomeyeHueM. Takum
06pa3oM, BHympuBeHHoe BBedeHue mpaHeKCcamoBoLi KUC0MbI
00/13KHO 6bIMb YaCMbio 20CNUMAabHO20 NPOMOKO0/1a NO BEOEHUIO
BCex nayueHmMoB C MpasMol, a He MOALKO NPOMOKOAA eHeHUA
«msenoli kposonomepu» [12, 125, 126].

B 2018 2. Gayet-Ageron et al. B ceoeli pabome nokasanu,
Ymo aHmu@dubpuHOAUMUYECKOe NedeHue mpaHeKcamoBoll
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Kucaomoli 3ppekmuBHO CHUXKaem KpoBonomepro, 06beM 2e-
MompaHc@y3uoHHOU mepanuu 0OHOPCKUMU KOMNOHEeHMamu
KpoBU U npedomspaw,aem femasbHble UCX00bl Y NayUeHMoB
nocse kapouoxupypauyeckux onepayuii, npu msixxenoli mpasme
Uy nayueHmoK ¢ NocaepoodoBbIMU KpOBOMEYEeHUSMU. ABMOPbI
ommeyarom, 4mo pso uccaedoBaHuli, B YaCMHOCMU y NayUueHmoB
¢ mpasmoli, noKa3as, 4mo 6osee paHHee BBeOeHUe MpaHeKca-
MoBoU Kuc0mbl (8 nepabie 3-6 4 noc/e Ha4ana KpOBOMeYeHus)
6o1ee BbI200HO. B cBOeM MemaaHanu3e npu BbINOAHEHUU PaH-
00MU3UPOBaHHO20 KOHMPOAUPYEMO20 UCCAE00BaHUSA aBMOPbI
usyyunu 6osaee 40 000 nayueHmMoB ¢ 0CMPbIM CUMbHBIM KPOBO-
meyeHueM B N0C/1EPOJOBOM NePUOOE U NAUUEHMOB C MAXKENbIMU
mpasmamu. OmmeyeHo, 4mo paHHee BHympuBeHHoe BBeoeHuUe
mpaHekcamoBol Kucnomel y nayueHmos ¢ OMK 6bin10 cBA3aHO
C npeuMyw,ecmBoM BbiXKUBaHUA. B 2pynne nayueHmos 66110
3558 cmepmedi, uz komopbix 40 % 6b1AU BbI3BaHbI KpOBOMeYe-
HueM, @ mpaHeKcaMoBas KUC/10ma 3Ha4yume/1bHO yBenu4uBana
06wyro sbixusaemocms (OLL 1,2, 95% /M1 1,1-1,3). HemednenHoe
BHympuBeHHoe BBedeHuUe mpaHeKcamoBoli Kucaomsl (B nepsbili
Yac nocse Ha4yana KPOBOMeYeHuUSs) 6biN0 CBA3AHO C yBENUYEHUEM
BbIXKUBaeMocmu 6osee yem Ha 70 % (OLL 1,7, 95% AN 1,4-2,1).
ABmopbl 0aHHO20 UccnedoBaHuA NoocyuManu, Ymo 3pgex-
MUBHOCMb NPOPUAAKMUKU CMEPMU NPU NOMOUW,U BHYMPUBEH-
HO20 BBEOEHUS MpaHeKcamoBoUl KUCAOMbI CHUxanack Ha 10 %
3a Kaxxoble 15 MUH 3a0epiKKu ne4eHus B meveHue 3 4, nocae
ye20 NoNoKUMeNbHbIU 3ppexm om BBeOeHUS mpaHeKcamMoBoU
KucAomsl NpU CHUXeHUU pucka cMepmu omcymcmsosan. [pu
3MOM y nayueHmoB, NoAy4YaBwux aHmMu@dubpuHoauUmMuYecKoe
neqeHue, He Hab1100aN0Ch yBeNUYeHUS MPOMBOIMBOAUYECKUX
ocnoxxHeHull. [laHHoe uccnedoBaHue noKasbiBaem, Ymo BBedeHue
aHMuU@UBPUHOAUMUKOB CAedyem Ha4yuHamb KaK MOXKHO CKopee
C MOMeHMa Hayaa KAUHUYECKO20 NPOsAB/AEHUS] OCHOBHO20 KPO-
BomeyeHus. JleyeHue aHMu@UOPUHOAUMUKaMU OMHOCUMENbHO
npocmo, deweBo U, No-BUOUMOMY, He CBA3aHO C Cepbe3HbIMU
HeKename/ibHbIMU ABAEHUAMU om makol mepanuu. Takmuka
paHHe20 BBeOeHUA MPaHeKCaMoBOU KUC/I0OMbI 00/IXKHa npuMe-
HAMbCA C HauMeHbwell BO3MOXXHOU 3adepIxKol y nayueHmos
C KpynHbIM KpogomeveHuem [127].

July et al. [118] nposenu cucmemamuyeckuii 0630p u Mema-
aHanu3 uccaedosarull appekmuBHOCMU u be3onacHocmu npu-
MeHeHUs mpaHekcamoBoli Kucnomsi npu YMT (7 uccnedosarudi,
n=30522). [pumereHue mpaHeKcamoBoli KUcA0Mbl 6b110 acco-
yuupoBaHo co cHuxxeHuem cmepmuocmu (OP 0,92 (0,88-0,97),
p=0,002; 12=0 %) u 2emoppazudeckux ocnoxHeruii (OP 0,79
(0,64,0,97), p=0,03; I2=0 %) y daHHo(i Kamezopuu nayueHmos.
Mompe6Hocme B HellpoxupypauyecKoM BMewameibCmBe, PUCK
UwieMuYeCKUX COCyoUCMbIX OCAI0XKHEHUU, MPoM603a 2/1y60KUX BEH,
T3JIA, uHcynbma u uHgapkma Muokapoa, — 661U CONOCMaBUMbI
B uccnedyemoli u KoHmposbHoli (nnaye6o) 2pynne.

3ncunoH-aMUHOKaNpOHOBas KUCA0Ma MaKKe Moxem 6bimb
UCNo/Nb30BaHa B mex CAy4asx, Ko20a mpaHeKcaMoBas Kucaoma
HedocmynHa. ncunoH-aMUHOKanpoOHOBaA KUcaoma ssasem-
€A MaK)Xe CUHMeMmuYeCKUM aHa/s020M NU3UHE, aKMUBHOCMb
Komopozo 8 10 pa3 cnabee, yeM mpaHeKCaMOBOU KUCOMBbI.
Ee npumeHstom B Hazpy3o4Holi do3ze 150 m2/ke, c nocnedyroujeli
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HenpepbiBHOU UH@Py3uel 15 m2/ka/4. AnpomuHuH npomusono-
Ka3saH y nayueHmos C KpoBomeyeHueM BC1edCmBaue mpasMbi.

PekomeHpgauma 30. lNauueHTaM, y KOTOPbIX KpoBOTe-
YeHMe COMpPOBOXKAAeTCA TPOM603/1aCcTOMETPUYECKUMU
npusHakamuM ¢yHKUMOHanbHOro geduunta GU6pPUHO-
reHa WA naasMeHHbIM ypoBHeM ¢ubpuHOreHa MeHee
1,5-2,0 r/n, pekoMeHgyeTcA TpaHCdy3nsA KpUonpeLmnu-
Tata (6-12 403); HEO6XOAMMOCTb BBEAEHWA MOBTOPHBIX
[,03 peryampyeTcs 1abopaTOpHOI OLLEHKOIN YPOBHA ¢u-
6pvHoreHa v TpoM6031acTOMETPUYECKUM KOHTPOIEM
[128-130] (Y44 — 3, YYP — B).

Kommenmapull. ®ubpuHo2eH — KOHeYHbIli KOMNOHEeHM B Ka-
CKade Koazynayuu, AuzaHo azpezayuu mpomM6oyUmos, N03Momy
ABASeMCS BaHbIM pakmopom 3¢ppekmusHoli Koazynayuu
u pyHKyuu mpomboyumos. lunogubpurHozeHeMus — 06bI4HbIL
KOMNOHEeHM KOMNAEKCHbIX KOazyanonamuli, CBA3aHHbIl ¢ Mac-
CUBHbIM KpOBOMeEYeHUeM.

lMpumeHeHue KoHyeHmpama dubpuHozeHa (peKomeHdy-
emoe 8 Espone u CLLIA) nod koHmposnem mpom6osnacmome-
mpuu B co4emaHuu ¢ Opy2umu NpooyKmamu KpoBU yMeHbWaNo
CMEepMHOCMb N0 CpaBHEHU!O € npednonazaemoli, CHUXKano no-
mpe6HOCMb B an/102eHHbIX NPOOYKMaXx KPOBU U yBEAUYUBANO
30-0HeBHy!0 BbIxKuBaeMocmb. Ciedyem ommemums, Ymo B Ha-
cmosujee Bpema KOHUeHmpam dubpuHozeHa He 3ape2ucmpupo-
BaH B Poccutlickoli ®edepayuu. AnbmepHamusol eMy ABasemcs
doHopckuii kpuonpeyunumam [12, 125].

JlokasaHo, 4mo KoHyeHmpayusa pubpuHozeHa cHuxaemcs
Y MHO2UX nNayueHmoB, KOMopbie NEPEHeCU MSAXKeANYIo KPOBONO-
mepto, HU3KuUll ypoBeHb pubpuHo2eHa cBA3aH ¢ 6os1ee BbICOKOU
nompe6HoCMb 10 B 2eMOMpaHC@y3UOHHOU mepanuu U yBenuYeHu-
emaemansHocmu [131]. B caydae nocaepodoso2o KpoBomeyeHus
HU3Kas KOHUyeHmpayus pubpuHozeHa B n1a3me KpoBU ABASeMCA
2/1aBHbIM NPeQUKMOPOM HebazonpusmHozo ucxoda [132].

UccnedosaHue, BbinoaHeHHoe Stinger H.K. et al. noka3sasno,
umo Bo3MeujeHue deduyuma gubpuHozeHa npu MaccuBHol Kpo-
BONomepe Moxxem yny4uwumb BbIXUBaEMOCMb NaUUEHMOB Npu
60eBbix paHeHusx [133]. B MupHoli 06cmaHoBKe KOPPeKUUs YPOBHSA
¢ubpuHo2eHa Ha ocHoBe OaHHbIX TOI yMeHbwUNa 06beM 2eMO-
mpaHcdy3uu annozeHHbIXx OOHOPCKUX KOMNOHEHMOB KpoBu [128,
134, 135]. PempocnexkmusHbie 0630pbi uccnedosaHuii Schéchl H.
etal. uShaz B.H. et al. no BedeHuro maccusHoll KpoBonomepu y na-
yueHmoB c mpaBMoli maksKe NOKa3anu CHUXEeHUE 1emasbHOCMuU
[128] u yBenuyerue 30-dHesHoli BbixKuBaemocmu [129].

Morrow et al. [130] cpasHuau KoHyeHmpayuto pubputo-
2eHa, CKopocmb 06paszoBaHuUA NAa3MUHa U aKmUBHOCMb He-
KOmopbix pakmopoBs CBEpMbIBaHUSA y NAUUEHMOB C maxenol
mpaBMoli, Komopble Noy4anu AU6o mpaHcPysuto Kpuonpeyunu-
mama (2pynna 1), nu6o koHyeHmpama gubpurozeHa (2pynna 2).
KoHuyenmpayus ¢ubpuHozeHa 6bi1a 3Ha4UMeNbHO BbIe UCX00-
Holi nocne mpaHcgy3uu B obeux 2pynnax. Ckopocms obpasoBa-
Hus nna3muHa cHuxanacs 8 1,5 pasa nocne mpaHcgysuu kpuo-
npeyunumama, Ho ocmaganacb HeusmMeHHoll nocse mpaHcgysuu
KoHueHmpama gubpuHozeHa. AkmusHocms PAI-Tu gpakmopa Xl

MmakKe yBeau4uBanach Noc/ae mpaHcgysuu kpuonpeyunumama,
HO 0ocmaBanack HeusMeHHoli noc/e mpaHcPy3uu KOHyeHmpama
PubpuHozeHa. Mukpockonuyeckuli aHa/u3 NoKasas, 4mo Kpuo-
npeyunumam ay4we BOCCMaHaBAUuBan cmpykmypy gubpuna
U npuBoOUA K 06pa3oBaHUto 6osee cmabuabHO20 U NAOMHO20
C2yCmKa, 4eM KoHyeHmpam gubpuHozeHa.

Ziegler et al. [136] nposenu mHozoyeHmposoe PKU (n=53)
C Uenbro oueHKU 3ppgdexmuBHocmu do2o0cnumanbHO20 BBeOeHUS
KOoHUeHmpama gubpuHozeHa y nayueHmos c mpasmoli U KAUHUYe-
CKU SIBHbIM 1U60 NOO03peBaeMbIM KpoBomeyeHueM. MakcumanbHas
NnaOMHOCMb C2YCMKa, oyeHuUBaemMas C nomouibto aHanu3sa FIBTEM,
U KoHYeHmpayus gpubpuHozeHa 6b11u 00CMOBEPHO Bbille B UC-
cnedyemoli 2pynne no cpaBHeHUIo C KOHMPO/bHOU (nnaye6o).

PekoMeHgauumsa 31. Y naymeHToB C MacCMBHOMN KpOBO-
rnotepen pekoMeHayeTca TpaHcdy3na TpoMbouuToB
A9 NOAJEPaHUA UX YPOBHA Bbiwe 50 x 109/a [137]
(Yan—3,Yyp—B).

PexkoMeHaaLma 32. Y naLMeHTOB C NPOAO/IKAIOLWMMCA KPO-
BoTeyeHnem n YMT pexomeHAyeTCA NOAAEPHMBATbL YPOBEHD
Tpom6ouyTos Bbiwe 100 x 109/1 [138] (YAL — 3, YYP — B).

PekomeHpgauma 33. lpu TpaHchy3um TpoMbOLMTOB
peKoMeHAyeTCcA B KayecTBe CTapTOBOW Tepanuu BBO-
AnTb 4-8 103 KOHLLeHTpaTa TPOMOOLMTOB, NOYYEHHbIX
U3 A03bl KPOBU, IMBO OAHY A03Y KOHLLEHTpaTa TpPoM6o-
LIMTOB, MOJTy4eHHYI0 MeToA0M adepesa, Mbo nyAMpoBaH-
HbIN KOHLeHTpaT TpoMboumTos [139] (Y44 — 3, YYP — B).

PexkoMeHpaauusa 34. MNaymeHTaM C MaCCMBHOM KpOBOMOTE-
peri uan YMT, KoTopble MONyYan aHTUTPOMBOLIUTapHbIe
CpeACTBa WM y KOTOPbIX 3aperncTpupoBaHa ANCHYHKLMA
TPOM6OLMTOB, peKoMeHayeTcs TpaHcPy3na TpoMboLm-
T0B [140, 141] (YA4 — 3, YYP — B).

KommeHnmapuii. VicmopuydecKu cA0XUA0Ch MaK, 4mo mpaHc@y3us
OOHOPCKUX MPOMBOUUMOB bblIa 0OCHOBaHa Ha KpUMUYECKOM NOpO-
2e Konuvecmsa mpomboyumos. CountsR.B. et al. BnpocnekmusHom
uccnedoBaHuU, nposedeHHOM cpedu NayueHmMoB C MaccusHol
2eMompaHcysuell, BbIABUAU, YMO KONUYECMBO MPOMEOYUMOB
< 100 x 10%/n ABAs€MCA NOPO20BLIM MapPKEPOM 015 OUPPy3HO20
KposomeyeHus [142]. Ciavarella D. et al. 8 caoem uccaedosaHuu no-
Ka3a/u, 4mo Koau4ecmso mpomboyumos < 50 x 10°/n asnsemca
Haub6o/ee yyscmaumeibHbIM 1a60pamopHLIM NPEOUKMOPOM
kposomeueHus [143]. Stansbury L.G. et al. nokasanu 8 ceoem uc-
c1ed0BaHUU, YMO HU3KUU ypoBeHb MpoMBOUUMOB y NayueHmos
¢ mpasMoli AB/17emMC A NPeOUKMOPOM yBeAUYeHUS AemanbHOCmu
[137]. Johansson P.1. et al. maxe nokaszanu s ceoeli pabome, 4mo
Ha3HayeHue OHOPCKUX MPOMBOYUMOB Y NAUUEHMOB C MaCCUBHBIM
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KpoBomeyeHueM U3-3a paspbiBa aHeBPpU3Mbl 6PIOWHOU aopmel
yBenuyuno sbixusaemocms ¢ 30 00 45 %, a ecau Koau4ecmso
mpomboyumos 610 MerHee 50 x 10°/n, mo nemanbHOCMb nayu-
eHmos ysenu4usanack 00 69 % [144].

P50 uccnedosaHull NOCBAWEH U3yYEHUIO KOPPeNAYUU Ko-
u4ecmsa mpomM6boyUMoB U MAKeCMu BHyMpUMO3208bIX KPO-
BousnuaHull y nayueHmos ¢ YMT. BbiaBneHo, ymo y nayuer-
mos ¢ 3aKkpsimbiMu YMT Konudecmso mpomM6oyumos MeHee
100 x 10°/1 aBnsiemcA He3aBUCUMbIM NPEOUKMOPOM Npozpeccuu
BHYmMpu4epenHbix KposousauaHuli no daHHsIM CKT 20108H020
Mo32a, He0bx00UMOCMU HellpoXupypaU4eCK020 BMeWwamebCmsa
u yseaudeHus nemansHocmu [138].

o361 om yembipex 00 BOCbMU €OUHUY, OOHOPCKUX MPOM6O-
Yumos, KaK npasu/10, 00CMamo4Ho, 4mobbi o6ecne4yums 2eMo-
Cmasy nayueHmos c mpombouyumonerueli npu KposomeyeHuu
U, KaK npaBuso0, N03B0/1iem yBeAu4UMs K0AU4eCcmso mpom6o-
yumos Ha 30-50 x 109/ [139].

Vimetomcs uccnedoBaHuUs B N0OOEPIKKY 3Ha4UMOU poau ouc-
PyHKYUU MPOMBOLUUMOB B Namogdu3uoao2uu mpasmamu4eckol
Koazynonamuu [140, 141]. Wohlauer M.V. et al. o6Hapysuau npu
nomowu aHaau3sa T3l 4mo ucgyHKyus mpombéoyumos npucym-
CmByem y nayueHmos nocae mpasMbl euje 00 CyuecmseHHol
UHEY3UOHHOU mepanuu uau nepeauBaHuUs KOMNOHEHMOB OOHOP-
CKoU KpoBU, YMO yKa3biBaem Ha NOMeEHYUaAbHYyI0 posb paHHel
2emMompaHc@y3uu GOHOPCKUX MPOMBOUUMOB npu npoBedeHUU
npomuBoWOKOBbIX Meponpusmuil y nayueHmos c Koazysnona-
mueli npu mpasmamuyeckom Kposomeyeruu [141].

PaHHee, «npogunakmuyeckoe» saedeHue MpoMooyLUMoB
Y NayueHmMoB C MaCCUBHLIM KDOBOMEYEHUEM, Y KOMOPbIX elje
Hem mpom6oyumoneHuu, agasiemcs cnopHbiM. Hiippala S.T. et al.
doKaza/u, Ymo ypoBeHb mpomMboyumos 50 x 10°/1 MOIKHO 0xKu-
Oams, Ko20a npubausumensHo 0sa OL|K 6ydym 3ameuwjeHbl UHPY-
3UOHHBIMU pacMBoOpamu UAU KOMNOHeHMamu 0OHOPCKOU KpoBu
[131]. Caedyem ommemums, ymo 8 psde uccaedoBaHuli 66110
NoKa3aHo CHUXKeHUe niemanbHocmu u msxecmu [1OH 6aazodaps
azpeccuBHOMy ucnosb3osaruro C3I1u doHOPCKUX mpomboyumos
[145, 146]. OdHako dokazamenbcmBa 015 BKAIOYEHUS paHHE20
npogunakmu4eckozo nepenuBaHus 0OHOPCKUX MPOMBOYUMOB
B NPOMOKOA MaccusHol mpaHc@y3uu saBasromcs cnaboimu [147].

PekomeHgauma 35. Y naumeHTOB C MaCCMBHBIM KPOBOTe-
YyeHMeM peKOMeH/yeTCA UCMONb30BaTb KOHLLEHTPaT Npo-
TPOMBMHOBOrO KoMMnieKkca uav GUTOMeHaAMoH B f03e
5-10 Mr BHYTPVBEHHO A/l CPOYHOrO NPEepbIBaHUA AeW-
CTBMA NepopasibHbIX aHTUKOAry/IAHTOB — aHTarOHUCTOB
BuTamuHa K [148, 149] (YAA — 2, YYP — A).

PekomeHpauua 36. MaymeHTaM C MacCMBHbIM KpoOBOTe-
YeHWEeM, MONY4aBLIMM MepOpasibHble MHTMBUTOPbI daK-
Topa Xa (puBapokcabaH, anukcabaH), peKoMeHayeTcs
BBe/eHMe TPaHeKCaMOBOW KNUCOTbI B fo3e 15 Mr/kr B/B
¥ BbICOKMX A03 (25-50 ME/Kr) KOHLeHTpaTa npoTpoM6u-
HoBoro Komnsiekca [150, 151] (Y44 — 2, YYP — A).
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PekomeHpauma 37. MNaupneHTaM C MacCMBHBIM KPOBOTEYe-
HMeM, MONyYaBIUMM JaburaTpaHa STEKCUNAT, pEKOMEHAY-
eTcA BBeAEHWE aHTUAOTa naapyumsymaba B gose 5 r B/B;
B C/lyY4ae ero HeJOoCTYMHOCTW — TPaHEKCaMOBOM KMC/IOThI
B 4o3e 15 Mr/Kr B/B 1 BbICOKUX 03 (25-50 ME/Kr) KOHLeH-
TpaTa npoTpoM6uHoBOro Komnekca [150, 151] (YAL — 2,
YYP—A).

KommeHmapuli. BaxHas posib npu oKasaHUU MeQUYUHCKOU
nomMowu nayueHmam c ocmpoli maccusHol kposonomepedii
B UCCNed0BaHUAX U 3apybexHblX peKoMeHdayusax omsooumcs
KTIK. BHacmosujee BpeMs Ha pocculicKoM papMakono2udeckom
PbIHKe UMeemcs HecKo/bKo BapuaHmos KIIK [12, 125, 126].

B psde BbinosHeHHbIX uccaedosBaHull no usyyenuro KKy na-
yueHmos ¢ YMT 6b110 NoKa3aHo, 4mo BHymMpuBeHHoe BBeOeHuUe
KIK npesocxodum mpaHcgy3uro C3I1 no 6bicmpome uHakmu-
Bayuu aHmazoHucmos sumamura K [148, 149, 152] u cHuwxaem
yacmomy pa3gumus BHympu4yepenHsix 2emamonm [153, 154].
Ha ocHoBaHuu psida npoBedeHHbIX uccnedoBaHull B KAUHUYECKOL
npakmuxe, 00Ka3blBaloOUjUX NPeBOCX00CMBO U 60/1€€ BbICOKYIO
agppekmuBHOCMb No cpaBHeHuto ¢ mpaHcpysueli C3M1, KIMK
cmanu npenapamom Bblbopa 04158 UHakmuBayuu 3pgpekmos
aHmazoHucmos umamuta K [155].

B nocnedHee BpeMs B KAUHUYECKOU NpaKMUKe WupOKo uc-
No/b3ylomcs NpAMbIe NepopasibHble aHMUKoazyASIHMbI 0N5
npedomspaujeHus BEHO3HbIX MPOMB0IMBONUYECKUX OCA0XKHe-
Hull, npodunakmuku pazsumus UHCyaAbmMa npu ubpunnayuu
npedcepouti, 0cMpo20 KOPOHAPHO20 CUHOPOMa, a MakKKe 015
fleqeHus mpomb60o3mM60uuU Ae204HOU apmepuu U mpombosa 2n1y-
60Kux BeH. OCHOBHbIM delicmBueM NPAMbIX NepOPanbHbIX aHMU-
KoazynsHmMoB ABASemMcs npsamMoe uHaubupoBaHue akmopa Xa
(pusapokcabaH, anukcabaH) uau uHau6uposaHue mpom6uHa (da-
6u2ampaHa smekcunam). B Hacmosuee spems Bpayu BCe Yauwe
CManKuBalomCs ¢ NayueHmMamu, Komopbie NPUHUMAIOM BbilUeyKa-
3aHHble npenapamsl Ha )oHe mpasm uau 0CMpoli KpoBonomepu.
B Hacmosuwjee Bpems umeromcs ony6/uKoBaHHble UCCAe00BaHUS,
noomsepkdaroujue, Ymo mpex- u yemoipexgpakmopHsie KIIK,
Helimpanu3ys delicmaue NPAMbIX aHMUKOa2yASIHMOB, BAUAOM
Ha yAy4YuieHue 2eMoCmasa u yMeHbWarom 06bem KpoBomeyeHus
[150, 151, 156].

BpemeHHble paMKu, N0O3BOAAOUUE C MUHUMA/bHBIM PUCKOM
BbINO/HAMb pe2UOHapHble MemMoobl aHeCme3suu npu conymcmsy-
foweM npueme aHmuazpezaHMmoB U aHMUKOa2y/IAHMOB, ONucaHs!
8 lpunoxeHuu 9 oHnaliH-Bepcuy cmameu.

PekomeHaauua 38. Y nauneHToOB C CENcMcoM, B TOM
yncne accoummpoBaHHbiM ¢ COVID-19, pekomeHayeT-
€A MPOBOAUTbL OLEHKY COCTOAHWUA CMCTEMbl FreMocTasa
C MOMOLLBIO CMeLMabHbIX LKan AN CBOEBPEMEHHOro
BbIAB/IEHMA Npu3HaKos JBC-cuHgpoma [7, 68, 157-162]
(Y44 —2,Yyp —B).
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Kommenmapuii. Hosseini et al. [157] nposeau memaaranus 37 uc-
cnedosaHuli pazHo2o duzalina (n=12463), cpasHuBatowux npo-
2HOCMUYECKYH0 UEHHOCMb WKa/ OYEeHKU COCMOSAHUSA CUCMeMb]
2emocmasa SICu ISTH y nayueHmos ¢ COVID-19. MemaaHanu3s
nokasas, 4mo Bbicokue 6asbi no 06eum wkanam (= 5no ISTH
U = 4 no SIC) nonoxumenbHO KOppeaupyrom c MAxXecms!o 3a-
60/1€BaHUSA U PUCKOM IemaibHO20 UCX00a.

Iba et al. [163] nposenu 0630p Aumepamypsi, Kacato-
welics cencuc-uHdyyuposaHHoz20 []BC-cundopoma. []BC npeo-
cmasasem coboli CUCmeMHYy akmuBayuto ceepmsoiBaHuA
Hapsdy ¢ 3H0omenuansHol ouchyHkyuel. BHeOpeHue HOBbIX
b6uomapkepoB duazHOCMUKU OUCPYHKYUU SHOOMEAUS, XapaK-
mepHoli 8215 cencuc-accoyuuposaHHo20 []BC-cuHdpoma (cur-
dekaH-1, aH2uON03MuH-2, coCyoucmsili 3HOOmMeAuUanbHbli
akmop pocma u 9p.), MOKemM NOMOYb PaHHEMY BbIABACHUIO
0aHHO20 COCMOAHUSA, @ 3Ha4um, U CBOeBPEMEHHOMY Haqany
€20 fleyeHus.

ABC aBnsaemcs onacHbIM 045 KU3HU OCNOKHEHUEeM npu
cencuce u Opy2ux KpUmMu4YecKux CoCmoaHusx. MexoyHapooHoe
o6uecmso no mpom603y u 2emocmasy (ISTH) Bbinycmuso dua-
2HoCMu4ecKue Kpumepuu 015 aBHo20 J]JBC 8 2001 2. C mex nop
no ISTH saBHeili [JBC-CUHOPOM UCN0/Nb30BA/CA B Ka4ecmBse 2/10-
6a/1bH020 CMaHOapMHO20 Kpumepus 0415 0eKOMNEHCUPOBaHHOU
cmaouu /JBC-cuHopoma.

lMockonbky obHapyeHue 6onee paHHeli cmaduu []BC
661710 6b1 N0AIE3HO 018 MepaneBmMu4ecKux coobpaeHull, Ko-
Mumembi no Hay4Hol cmaHOapmu3ayuu ISTH BBeau cucmemy
OUyeHKU cencuc-uHdyyuposarHol koazynonamuu (CUK) 8 2019 2.
(ma6a. 7). Cucmema oyeHku CUK cneyuanbHo pazpabomara
0714 BbiAABAEHUSA KOMNeHCcupoBaHHoU ¢a3bi []BC-cuHopoma npu
cencuce, Komopas Moxem npusecmu K asHomy /]BC-cuHopomy
c npozpeccupoBaHuem 3abonesaHusA. 3a nocnedHue 5 nem 3a-
peaucmpuposaHHas yacmoma CHK cocmasuna npumepHo 60 %
Y nayueHmoB c cencucom, Ymo 8 2 pasa 60/1buwe, 4emy ABHO-
20 []BC-cuHopoma. [Toymu y Bcex nayueHmos ¢ ABHbIM /]JBC-
CUHOpPOMOM paHee duazHocmuposaHa CHIK.

/Ta6nuu,a 7. [InarHOCTMYeCKMNE KpUTEPUN CENCUC-UHAY- b
LMpOBaHHOM Koarynonatuu [164]
Table 7. Diagnostic criteria for sepsis-induced
coagulopathy [164]
MapameTp Bannbi [lmanasoH 3HaueHui
TpoM6ouuTsl (x 109/n) 2 <100
1 >100 < 150
MHO 2 >14
1 >12-1,4
Llikana SOFA 2 >2
1 1
Obuiee kKoMYeCTBO HaNNOB ANS CENCUC- >4
WHAYLMPOBaHHOW Koaryionatum

Hecmomps Ha ozpaHuyeHHble 0aHHblE, HEKOMOopbie NPodo-
JKarom npednosnazame NOMeHYUasnbHyIo SexmusHoCmb aHmMu-
Koa2ynsHmHol mepanuu y nayueHmos ¢ CMK. Xoms 2enapuH,
aHMuMpPOM6UH U MPOM6OMOOYNUH ABAAMCA aHMUKOA2YNAH-
Mmamu, HU OOUH U3 HUX He 0Ka3a/cA SPPeKmuUBHbIM C Ha0eKHbIMU
dokazamenbcmaamu, u Gydyujue ucnbimaHus onpasdarHbl [164].

PekomeHgauua 39. Y naumeHTOB C CENCUCOM NPpU HaAU-
YMK TAXKENOM Koary/sionaTum U OpraHHon AnCeyHKLUM
pPeKOMeHAyeTCA pacCMOTPeTb BO3MOXHOCTb BBEeJAEHUA
$U3NONOrNYECKMX aHTUKOAryNAHTOB NpY UX BepUPULN-
poBaHHoM geduumte [165-168] (YA4 — 2, YYP — B).

KommeHnmapuii. /leueHue cenmuyeckoli Koazysonamuu B Ha-
cmosujee BpeMs ABAAMCA 06/1aCMbio UHMEHCUBHBbIX Ucc/e-
doBaHull. AHMUKOa2ynAHMel, N0-BUOUMOMY, nonesHsi npu CHK
u cencuc-accoyuuposaHHoM /[]BC. Haubonee uccnedoBaHHbIMU
aHMuKoazyAHMaMu B SMUX KAUHUYECKUX yCAOBUAX ABAAIOMCS
2enapuHbl, aHMUMPOM6UH U peKOMOUHaHMHbIU MPOM6OMOOy-
/UH Yenoseka. [TocnedHue 0Ba 6biu CBA3aHbI C CAMbIM 3HaYU-
MeNbHLIMYNY4WeHUeM BbixUBaeMoCmu. PaHHASA OuazHOCMUKa
CUK u MOHUMOPUH2 COCMOAHUA KOoazyAsLuU BO BpEMSA cencuca
umeem pewaroujee 3Ha4eHue 015 CBOEBPEMEHHO20 BeOeHUs
u BbIbopa Haubosee N00x00AWe20 e4yeHUs 00HOBPEMEHHO.
Mpu BepuguyuposaHHoM deduyume gu3uon02U4ECKUX aHMU-
KoazynsHmos (aHmumpom6uH Il meHee 70 %) pekomeHdyemcs
KOppeKyus KoHyeHmpamom aHmumpom6uHa [169].

Kudo etal. [165] npu aHanuze daHHbIx mpex 06cepBayUOHHbIX
uccnedoBaHull yCmaHOBUAU, YMO UCNOAb30BaHUE PEKOMOU-
HaHMHO20 MpOMBOMOOYIUHA MOXKem NPUHOCUMb 02paHUYeH-
HYI0 N0/1b3Y y NayUEHMOB C CeNnCUCOM NpU HaAU4uu msxenoll
Koazynonamuu u opaaHHoli duc@yHkyuu. lpumeHeHue peKom-
6UuHaHMHO20 MPOM6OMOOYAUHa 6b1A10 CBA3aHO C 60a1ee HU3KOU
28-0HeBHoll nemanbHOCMbIO (CKOPPeKMUPOBaHHasA pasHUUa pu-
cka 17,8 %, 95% /JN1 28,7-6,9) u obujeli BHympu60abHU4HOU ne-
manbHOCMbIo (CKOppekmupoBaHHas pasHuya pucka 17,7 %, 95%
AW 27,6-7,8), Ho mosbKo B N0d2pynne nayueHmos ¢ msxenol
Koa2ynonamueli u op2aHHoU oucyHkyuel. Te e nokasamenu,
nosyyeHHsie B N002pynnax yMepeHHoU U fe2Koli Koazysnonamuu,
a makxxe B nodzpynne omcymcmaus Koazy/aonamuu, 6s11u co-
nocmasuMbl Mexkdy co60l u He omauYanuUCL om nokasamenel
KOHMPOAbHOU 2pynnbl.

PekomeHgauua 40. Y naumeHToOB C CENCUCOM NpU BO3-
MOXHOCTM OnpeAeneHnsa ypoBHA GU3NONOTMHECKUX aHTU-
KOaryNnfaHTOB PeKOMeHAYyeTCA onpe/e/ieHne yPoBHA Npo-
TenHa C B KayecTBe npeAukTopa pucka /IBC-cuHapoma
¥ pucka netansHoctu [170] (YA4 — 2, YYP — A).

Kommenmapuii. Catenacci et al. [170] nposeau memaaHanus
12 npocnekmuBsHbix 06cepBayUOHHbIX uccaedosanull (n=2471),
HanpasAeHHbIX Ha u3yyeHue npomeuHa C kak 6uomapkepa
cencucay B3poc/ibix. MemaaHanus nokasas, Ymo CHuUXKeHue
yposHa npomeuHa C 661710 MeHee BbIPaXKEHO Y BbIXUBWUX
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nocse cencuca no cpasHeHuro ¢ ymepwumu (6 uccnedosaHud,
741 nayueHm, cmaHO0apmMu3upoBaHHaa pa3HOCMb CPEOHUX =
0,52,95% i =0,24-0,81,p=0,0003, I2=55 %, cpedHuti Y4/).
Kpome mozo, y nayueHmos c cencucom 6e3 /JBC-cuHopoma
CHUxKeHue ypoBHA npomeuHa C 661710 MEHEE BbIpaKEHO, HeM
npu Haau4uu [JBC-cunopoma (3 uccnedosaHrus, 644 nayuerma,
CmaHOapmu3upoBaHHas pasHocms cpedHux = 0,97, 95% [N =
0,62-1,32, p < 0,00001, 12= 67 %, Hu3kuii YAA4).

PekomeHpaauma 41. Y naLumeHTOB C CENCUCOM PEKOMEHAY-
€TCA OLeHKa COCTOAHNA CUCTEMbI FeMOCTasa C UCMO/b30-
BaHMeM TpoMboasacToMeTpuyeckmnx / Tfpomboanacrorpa-
dunyecknx Metogos [171] (YAL — 2, YYP — A).

Kommenmapuii. Boscolo et al. [171] nposesnu memaaHanus
7 npocnekmuBHbIX U 4 pempocneKmuBHbIX 06cepBayUOHHbIX
uccnedoaHuli (n = 952), HanpaseHHbIX Ha BbIABAEHUE B3au-
MOCBA3U MOy NOKazamenamu 2eMocmasa, peaucmpupyembIMu
€ NoMouwbto BA3KO3NaCMuyecKux memodos (T3, ROTEM), u pu-
CKOM /lemafibHo20 UCX00a y nayueHmos ¢ cencucom. 1o daH-
HbiM INTEM-aHanu3a, Bpems Ha4ana 06pa3oBaHus C2yCmka
(cmandapmu3suposaHHas pazHocms cpedHux —0,29, 95% /N
-0,49...-0,09, p=0,004) u BpeMs popMuUpoOBaHUSA N10MHO20
c2ycmka (cmaHdapmu3supoBaHHas pa3Hocmb cpedHux —0,42,
95% /1N -0,78...-0,06, p = 0,02) 611U DOCMOBEPHO KOPOYE Y Bbi-
JKUBWUX NAayueHmoB ¢ cencucoM. [To daHHbIM EXTEM-aHanusa,
BpeMs Ha4ana o6pazoBaHus c2ycmka 66110 Kopoye (pasHocms
cpedHux 3HayeHuli-11,66 ¢, 95% AN -22,59...-0,73, p=0,04),
B MO BpeMS KaK MaKCUMa/IbHasi NI0OMHOCMb C2yCMKa 6biNa Bbie
(pasHocms cpedHux 3HaqeHuli 3,49 mm, 95% /M1 0,43-6,55,
p =0,03) y BbixuBwUX nayueHmos. [unokoazynayuoHHbIL npo-
@unb T3/ ROTEM qawe umen MeCMO y BNOCAOCMBUU yMEPUIUX
nayuenmos (OLL 0,31, 95% /i1 0,18-0,55, p < 0,0001).

4.7. MpuobpeTeHHble TpoMboLUTONEHUN
n TpoMboumTOoNnaTUM

IMokasanus K TpaHC(y3UU KOHIIEHTPaTa TPOMOOIIUTOB
(British Committee for Standards in Haematology, 2017)
[172]:
1. AKTUBHOE KpOBOT€EU€EHNE 1 KOJINIECTBO TPOMOOIIU-
TOB < 50 000/MK UM AOKa3aHHAs AUCHYHKIUA TPOMOO-
IUTOB (ypeMus,, AUarHOCTHPOBAHHAS TPOMOOIUTOIATHS
[I0C/Ie KAPAUAIBHOTO IIYHTA).
2. OTcyTcTBHE IPU3HAKOB aKTHBHOT'O KPOBOTEYEHIS,
HO HaJIN4HUe CAeAyIoLero:
® BpEMeHHasg MHEJIOCYIPecCus U TPOMOOIUTHI
<10 x 109/1 (< 20 x 109/ Ipy HATMYIKUH JTUXOPAJKH
WY He3HAYUTEIBHOTO KPOBOTEUEHHS);

® HeoOXOAMMOCTH BBHINOJHEHHUs 6OJBIIONH OIle-
paluy WM MAaHUNYAAOUNA Ha ILEeHTPaJbHOH
HEPBHOH CHCTeMe U KOJIUIeCTBO TPOMOOIUTOB
< 100 x 10°/1;
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= ApyrHe OIEepAaIiy WUJIU IPOLEAYPHI, IPU KOTOPBIX
UMeeTCsl PUCK MOTEHIHAJIbHOTO KPOBOTEYEHUs
U KOJIMYeCTBO TpoMbonuToB < 50 x 109/71;
®  HeoOXOAMMOCTH BBIITOIHEHHUS OIEePALUH WU IIPO-
IeAyp y TaIjfieHTa C WU3BECTHOH AMCOYHKIHeH
TpoMGonuToB (TpombacTenus InaHiMaHa, ype-
Mus), y KOTOPOTo Apyrue Mepsl (ZeCMOIpPeCcCHH,
AWAIN3) MOTYT GBITH Hea(PPEeKTUBHBIMY.

BHe 3aBHCHMOCTH OT IPUYHH Pa3BUTHUA TPOMOOIUTO-
IIeHUH, B C/Iydae yrpOXKAIOIUX XKU3HU KPOBOTEYEeHUH U KPO-
BOTEYEHUH B OrpaHHYEHHbIe NIPOCTPAHCTBAa, HAIpHMep,
BHYTPHUYEPENHbIX KPOBOTEUEHHUH, a TAKKe /151 obecrede-
HUSI HEOT/IOKHBIX OIIEPATHUBHBIX BMEILIATEAbCTB TPebyer-
cs1 TpaHcdy3ust TPOMOOIUTOB. B Apyrux ciaydasx jsedeHue
AO/DKHO OBITh HANPABIEHO HA IOBBIIIEHHE NPOAYKIIUU
TPOMOOIIUTOB U OTPAHUYEHNE CKOPOCTH UX Pa3pyIIEHNU.
IIpu ompezeneHny o6beMa TPAHCPY3UHU CIeAYeT YIUTHI-
BaTb TSDKECTh TPOMOOIUTOIIEHNH, HATHYNE U OTCYTCTBHE
KJIMHUYECKUX €€ IPOSIBJAEHNUH, a TAKKe HAAIM4IKe Y AIlHeHTa
COIYTCTBYIOIIEH IIATOIOTHH.

ITpu HapymeHUsxX TpoMGoOmo33a BCAEACTBHE aHOMA-
JIMH MEraKapHOIIUTOB A/ OCTAHOBKY KPOBOTEYEHUH 00
IIpU He0OXOANMOCTH IIPOBEEHUS HEOT/IOKHBIX OIlepaTHB-
HBIX BMeIIAaTe/bCTB ITOKa3aHa TpaHCQY3Hs KOHIIEHTpara
tpombornuroB. Hapymenuss Tpom6omossa, CBsi3aHHbIE
¢ gedururom BuTaMuHa By, viu GosneBoi KHUCI0THI KOP-
PUTHPYIOTCSI Ha3HAYEHIEM COOTBETCTBYIOIINX IPENapaToB.
Hopwmasusaius ypoBHsI TPOMOGOIIUTOB B 9TOM CAydae IIPo-
HCXOZUT Yepe3 HECKO/IBKO JHeH, U epeInBAHIs JOHOPCKUX
TPOMOOIIUTOB, 32 UCK/IIOYEHHEM HKCTPEHHBIX CUTYAIIWH,
He TpebyeTcst.

OcoGeHHOCTH BejeHHs MAIMEHTOB C HAPYIIEHUSIMHU
[IPOLIECCOB Pa3pPYIIEHHUS TPOMOOIITOB 3aBUCST OT AUArHO32
3a6osieBaHus. [IpoBoANTS TpaHCPY3UI0 TPOMOOIUTOB Ia-
nuentaM ¢ TTII um I'YC ciefyeT Juib 10 >KU3HEHHBIM I10-
KazaHusM (yrpoxxarolee Ku3HU KpoBoredenue). ITpu TTII
i I'YC noTeHIMaIbHbIN PUCK, CBSI3aHHBIH ¢ TpaHCchy3uei
TPOMOOLIUTOB, 3HAYUTENBHO IIPEBOCXOAUT BCE OCTAIbHbIE
pHCKU: HOCIe TpaHCHY3UU BCJIEACTBHE BBIPAKEHHON aK-
TUBAIIY U ArPEraruy TPOMOOIIUTOB MOXKET yCYIyO/IAThCS
TpoM0O03 U CBS3aHHAS C HUM OpPTaHHASI HEZOCTATOYHOCTb
(BILIOTH /10 BHE3AHOM CepAevHOi cMepTH). Bee xupyprude-
CKYe BMEIIaTe/IbCTBA 10 BO3MOXKHOCTH 0/DKHBI ObITH OT/IO-
JKEHbI 0 CTAOU/IN3AIUY COCTOSHUS MAIIMEHTA U YCTPAHEHUs
[IPUYYH, JEKAIIX B OCHOBe 3a60eBanus [15, 16, 20].

OcHoBa sedenus TTII — exxeAHeBHbIE CEaHCHI ILIA3-
Moo6MeHa (MUHUMYM 5) ¢ 06beMOM 3Kchy3un 40 MJI/Kr.
ITpu nevenun I'YC (ocobenno atunuunoro I'YC) takxke
HCIIO0JIb3YeTCS M1a3MO0GMEH, X0Ts ero 3P eKTUBHOCTD Cy-
IIeCTBEHHO HIDKe, 4eM y naruentos ¢ TTIL. ITpu Tsoxe10i
IIOYEYHOH HEZOCTATOYHOCTH MOXKeT IOTpeboBaThCs reMo-
guamu3. HELLP-cuaZpoM, Kak U 3K/JIaMIICUs, IOCIe POAO-
paspemieHusi OGBIYHO CAMOIIPOM3BOJIBHO PeErpecCHpyerT.
OgHako uHOrZA2 oH Tpancdopmupyercsa B TTII-mogoGHbIH
[I0C/IEPOZIOBBIH CUHAPOM, B 9THX CIy4asix CPOYHO Tpebyercs
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mwrazmoobmeH. IIpu pa3BUTHN OPraHHON HEAOCTATOYHOCTH
IIPOTHO3 00BIYHO HebIaronpusTHsIM [ 15, 16, 20].

CoracHO COBpeMEHHBIM peKoMeHAalusaM [173], mpu
NOATBEPXKACHUU AuarHosa arunudHoro I'YC npeasaraercs
IIPEMEHATD 9KY/IU3yMab — Ipenapar IPYIIbl KOMILJIEMEeHT-
HHIUGHPYIONINX AaHTUTEL.

I'T — sro cnenuduyeckoe OCIOKHEHHE TellapuHO-
Tepaluy, KOTOpOe XapaKTepU3YeTCs CHIDKEHHEM ypPOBHS
TPOMOOLIUTOB B KPOBH C Pa3BUTHEM I1apa/l0KCAIbHBIX TPOM-
60308B. Yacrora TUT cpean HAI[HEHTOB, OIYYAOIINX remna-
pHHOTepanuto, Kosebaercs ot < 0,1 70 7 %, B 3aBUCUMOCTH
ot Tuna renapuna (HepaKIHOHUPOBAHHbIN U/IN HU3KOMO-
JIeKY/IAPHBIH), IPOAO/DKUTEIBHOCTH TePAIUU U IIOMY/LAINN
[AI[UEeHTOB (XUPyprudecKue Wiu TepaneBTHdeckue) [174].
Pazsmaarotr TUT 1-10 1 2-T0 THIIA, HAUGOIBIIYIO OTACHOCTH
TPOMOOOOPA30BAHNS MIPEACTABISIET 2-1 THI 3200/ I€BaHMS.
Xapakrepuctuku I'M'T 1-To 1 2-TO THUIIOB IIpe/ACTaBIECHbI
B IIpunoxkeHun 8 oH/aliH-BepcuM cTaTbu. KimHH4Yeckue
IIPOSABJICHUS BK/IIOYAIOT apTepHaIbHbIe ¥ BEHO3HBIE TPOM-
603561, IOPKEHUsI KOXKH (LIyPILypY, FEMOPPAruu, HEKPO35I),
CUCTEeMHBIe peaKnuu. /MarHo3 CTaBUTCA Ha OCHOBAaHHUHU
aQHAMHeCTHYeCKHX JaHHBIX, 3aPErUCTPUPOBAHHON TPOMOO-
I[UTOIIEHUN B aHA/IN3€ KPOBHU U CIIEI[HaIbHBIX Jaboparop-
HBIX HccaegoBanuid. [Tpu nogospenun Ha I'NT ucnoabsyror
tabury «4T» (cm. [Ipuiokenue 7 OHTAHH-BEPCUH CTATHA)
[175, 176]. Bepudukanuio guarnoza I'IT ocyuiecTBasoT
C IIOMOIIBIO U3MepEeHHs KOJIMIeCTBAa CYMMAapHBIX aHTHUTE/I
K KOMILIEKCY TeIIapUH-TPOMOOI[UTAPHBIN (GAKTOP 4-T0 THIIA.

IIpu passutuu I'T Heo6GXOAUMO HeMeIEHHO IIpe-
KpaTHUTb BBeZeHUeE relaprHa B 000 dpopMme, faxxe TOTo
HeOOJIBIIOr0 KOINYECTBa, KOTOpOe TpeOyeTcs AJsl rema-
PHHU3AINA JUHAHN AJs1 BHYTPUBEHHOH uH(y3uu. Jioboe
[IpOMeJJIeHne, AaXKe OXKHUAAHIe pe3yAbTaToB Jaboparop-
HBIX UCCJIeJOBaHUH /11 IOATBEPXKAEHHUS CHIDKEHHUS YPOB-
HsI TPOMOOLUTOB, HOBBIIIAET PUCK PAa3BUTHsI TPOMOO30B.
3amena HOT na HMI He perraet npo0./ieMbl, TaK KaK y 00-
Pa30BaBIINXCS aHTHUTE/I UMEeTCs BhIPaKeHHas IlepeKpecT-
Hasi PEaKTUBHOCTb. IIpu pasBUTHU TPOMOO30B HJIH NPH
HaJIMYUH TOKA3aHUH A1 IPOAO/DKEHUS aHTUKOAT Y/ITHTHON
Tepanuu nanuenTos ¢ I'MT nepeBoaaT Ha GOHAATAPHHYKC
Hatpusi [15, 16, 20].

Tspxeasi ayrouMMyHHast Tpombonuronenus (MTII)
C reMOpparm4ecKuMU OCJIOXKHEHUAMH — 3TO HEOTJIOXKHOE
COCTOsIHUE, AJIs1 Ie9eHuUs] TPeOYIOTCS IIIOKOKOPTHUKOCTEPO-
H/BI B BBICOKHX Z103aX, KOTOpBIE BBOAATCA Ha IPOTKEHUN
nepBbIx 3 gHeH. [Tpu He0OXOAMMOCTH BBIIIOTHEHNS SKCTPEH-
HOT'0 XHPYPTHYECKOTO BMeEIIATe/IbCTBA MM IIPU HAJIUIUU
CHMITOMOB BHYTPHYEPEIIHOTO KPOBOTe4eHHs TpeGyeTcs
TaKe nHQY3Us1 UMMYHOIIOOy/IMHA U TpaHCchy3us TpoMGo-
1uToB. Tpancdysus KOHIleHTpaTa TPOMOOIITOB BO3MOXKHA
TOJIBKO IT0 BUTA/IbHBIM ITOKa3aHUAM U TOJIBKO B OIIOJHEHHUE
K UIMMyHOCynpeccusHou Tepanuu. Eciu asrerus UTII co-
XpaHA0TCs 6osiee 3—4 Mec., TO BEPOSITHOCTb CAMOCTOSITE Ib-
HOT'O BBI3/IOPOBJICHHUS Ype3BbIYaliHO HU3Ka. B Takux ciayvasax
[IpY CHIDKEHUH YPOBHsI TpoMboIuToB Hipke 10-20 x 109/
clefyeT pacCMaTPUBATh BOIIPOC O BBIIIOJHEHHUH CIJIEHIKTO-

muu. [IpubausutessHo B 50 % ciydaeB moc/e CIIEHIKTO-
MUH Pa3BUBAETCS CTOWKas pemuccus [15, 16, 20].

ITpu TPOMOOIMTONATHAX IPOTHO3UPOBATh PUCK Pa3BH-
THsI KDOBOTEYEHHUH 110 a6COMIOTHOMY YHC/Iy TPOMOOIUTOB
He IIpeACTaBIAeTCSI BOBMOXHBIM. B ciyuasx, korza nmeer-
Cs1 CyILIeCTBEHHBIN PUCK PAa3BUTHS KPOBOTedeHUH, Tpeby-
eTcst TpaHcQy3usa ZOHOPCKUX TPOMOOIUTOB. /l/s OLeHKH
3¢ PeKTUBHOCTH JIeYeHUA NIPOBOAUTCH aHAAN3 (YHKIUH
TPOMOOIIUTOB WU BBIIOJIHSETCS TPOMOOoasacTorpadus.
Hapymenue QyHKInE TPOMOOLUTOB Pa3BUBAETCS IIPH ['U-
norepmui (< 35°C) u arpuzose (pH < 7,2), mostomy nepe-
JIMBATh JOHOPCKUE TPOMOOIUTSHI AIUEHTY, IMEIOIeMy I'H-
HOTEPMHUIO U/ WK AlINA03, He UMeeT CMBICIa 6€3 KOPPEKIUH
STHX HapymeHu [15, 16, 20].

PexoMeHpauua 42. MayueHtaM ¢ BeprdULMPOBAHHLIM
A®PC 1 nepBbIM BEHO3HbIM TPOMO0O30M peKOMeHAyeTcs
Ha3Ha4eHMe aHTaroHMCToB BUTaMuHa K c LienesbiM 3Hayve-
Huem MHO B npegenax 2,0-3,0 [177] (Y44 — 2, YYP — A).

PekomeHpauua 43. MNayymeHtam ¢ AOC pekoMeHAOBaHa
TpoMbonpodunakTMKa B CUTyaLMAX BbICOKOro pUCKa
TpoM603a, TaKMUX KaK XMPYpPruyeckme BMeLLaTe/bCTBa,
ANVTeNbHaA UMMO6MAM3aLMA U MOCNEPOAOBLIN NEpUos
[178] (YA4 — 4, YYP — Q).

PekomeHaaums 44. MNauyyeHtam ¢ katactpodpuyeckum AGC
PeKOMeH/A0BaHO 1CMOJ/Ib30BaHWe HePpPaKLMOHNPOBAHHOIO
WM HU3KOMO/IEKY/IAPHOIO renapuHa B TeparneBTUYeCKMX
[,03ax B KOMOVHaLIMM C I/IIOKOKOPTUKOCTepouaamu. MNocne
Kyn1poBaHMA OCTPOi pasbl peKOMeHAYeTCA NPOAC/IKNTL
aQHTUKOAry/IAHTHYIO TepPanmIo NOXU3HEHHO A/1A NPOdUaaK-
TWKU peuuamnea Tpom6osa [179] (Y44 — 4, YYP — Q).

PekoMeHgauma 45. MNpu oTcyTCTBMM OTBETA Ha BbILENe-
peuncneHHyto Tepanuio nauneHTam ¢ APC pekoMeHAy-
eTcA NNasMooBMeH C 3aMellieHMeM CBeXKe3aMOPOXKEeHHOM
naasMon B KOM6MHaLMK € B/B MHOY3Mell HYeNoBEYECKOro
uMMyHoro6yvHa [180, 181] (YA4 — 5, YYP — Q).

PekomeHpauma 46. Y nauneHToB ¢ BepuPpULMPOBaHHbIM
aHTUOCPOMNNAHBIM CUHAPOMOM B CBA3M C BbICOKUM
puckoMm passutua BTIO pekomeHayeTcAa nposejeHune
nepuornepaumoHHo TpoM6oNpoPUAAKTUKM aHTUKOA-
ryAfHTaMu npu 11060M MeTo/le aHeCTe3MO0/10rMYEeCKOro
obecneyenus [182-188] (YAL — 1, YYP — A).
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PekomeHgauua 47. Y naumeHToB ¢ BepUPULIMPOBAHHBIM
aHTN$ocHOoNMNUAHBIM CUHAPOMOM PEKOMEHAYeTCA UC-
No/ib30BaTb METOAbI O6LLEN U pervoHapHON aHecTesnm
B 3aBUCMMOCTY OT XapaKTepa onepaTMBHOrO BMeLLaTe/b-
ctBa [189-191] (Y44 —5, YYP — Q).

PekomeHpauma 48. NauneHTam ¢ reModuanen B nepu-
ornepaLoHHOM Nepuoje peKOMeHAyeTCs 3aMeCcTUTe b-
HaA Tepanua ANA JOCTUXKEHUA Lie/IeBO KOHLLeHTpaLmm
daKTOpa 1 NPOAOMKUTENLHOCTU €ro LIMPKY/AALMM B KPO-
Botoke [192] (Y44 — 5, YYP — Q).

PekomeHpauma 49. MNauymeHTam ¢ remoduamen anq sa-
MEeCTUTE/IbHOW Tepanuu B NepuonepaLvoHHOM nepuoge
PEKOMEHZAYIOTCA PEKOMBUHAHTHbIE NpenapaTtbl UN KOH-
LleHTpaTbl, Mo/ly4eHHble U3 niasmbl [193, 194] (YAL — 3,
YYP — B).

PekomeHgauua 50. Y nauneHToB ¢ MHrM6UTOPHON dop-
MOIi reMoU/INN PEKOMEHAYETCA UCMO/Ib30BaTh aKTUBM-
POBaHHbIV MPOTPOMEMHOBBIN KOMI/IEKC MW aKTUBUPO-
BaHHbIN dakTop VIl ceepTbiBaHus (anTaKor-anbda) [195,
196] (Y44 — 2, YYP — A).

PekomeHgauma 51. Y nauneHToB ¢ remodunueii B nepu-
onepaLnoHHOM Nepuoje B KayecTBe reMoCcTaTUYeCKmX
aAbIOBAHTOB PEKOMEHAYIOTCA aHTUPMOPUHONNTUYECKME
npenaparsl [197] (YAA — 4, YYP — C).

PekomeHgauma 52. MNMauneHtam c remodpuavein A u B npu
YC/I0BMM NONHOW KOMMEHCaL M1 peKOMeHAYeTCA UCMO/b-
30BaTb /110601 BapuaHT aHeCTe3nosIornyeckoro obec-
nedeHus (06Wwas MaM perMoHapHas aHecTesus), HO Npu
COXpaHeHUW pUCKa reMopparmyecknx OCNOXHEHUN pe-
rMOHapHas aHecTe3usa NpoTMBomoKasaHa [190, 191, 198-
202] (YAA —5,YYP—C).

Kommenmapuii. LjeneBoll yposeHb akmuBHocmu degu-
YumHsix pakmopos ceepmbiBaHUA npu 2eModunuu A uau B,
Komopozo Heo6x00uMo docmuyb B nepuonepayuoHHoOM
nepuode, npedcmasneH B [lpunoxeHuu 6 oHnaliH-Bepcuu
cmamsu [16, 20].

HacnedcmseHrHeili degpuyum gpakmopa Vlii: 2zemopunus A
[20, 21, 203]. Meped nposedeHuem 1106020 06WUPHO20 XUPYP-
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2U4ecKo20 BMewamebCmaa nayueHmy c 2emopunueli A He-
06x00UMO NOOHAMb ypoBeHb pakmopa VIl do 6esonacHoz0
3Ha4eHus. Masble Xupypauyeckue BMewamenbCmaa, BKAK-
yas ydaneHue 3y608, — 60-100 %. BBoOums Kaxobie 24 4
(om 12 do 24 4 025 nayueHmos maadwe 6 nem) He MeHee 1 OHA
00 docmuKeHus Bbi300poBAeHUA. boabuwiue xupypauyeckue sMe-
wamenbcmsa — 80-100 % (do u nocae onepayuu). Beodums
Kaxdble 8-24 4 (om 6 0o 24 4 344 nayueHmos Maadwe 6 nem)
00 docmusKeHUs a0eKBamHO20 3a)KUB/AEHUS PaHbl, 3amem npo-
0o/1:Kamb eyeHue euje He MeHee 7 OHell, no0depxuBas aKmus-
Hocmb gpakmopa VIl 8 npedenax om 30 do 60 % (ME/dn).
®opmyna pacuema 003bl npenapama:

Tpebyemas dosa (ME) = Macca mena (kz2) x Heobxodumbiii %
yBsenuyerus gakmopa VIl x 0,5.

Y 0emeli nepuod nonyxusHu gakmopa VIl cocmasasem
BCE20 NUWb 6 4, 4Mo QuUKmMyem Heo6x00uUMocms 60s1ee Yacmaix
e20 uHgy3ull u 6osee N10MHO20 Na6OPamMoOpPHO20 KOHMPOASA
ux agpdpekmusHocmu. [jns onpedeneHus sgppekmusHocmu
3amMecmumensHoll mepanuu, 04158 nodbopa onmumanbHol
003bl U UHMepBana Mexody UHPY3UAMU HEO6X0OUMO KOHMPO-
UpOBaMb NUKOBbIE U MUHUMA/IbHbIE 3Ha4YeHUS aKMUBHOCMU
¢pakmopa VIII.

HacnedcmserHbili deguyum dakmopa IX: 2emogpunus B [20,
21, 203]. OcHoBHble pekomeHOayuu no nepuonepayuoHHoOMy
BedeHUr nayueHmos c 2zemogunaueli B aHan02uYHb MaKoBbLIM
0415 nayueHmos c cemogunuell A. [lna neyeHus He60AbWUX
KposomeyeHull U npoguaakmuKu 015 BbINOAHEHUA HE60AbWUX
BMewamebCmMB UcnoAb3yrmcs peKOMBUHaHMHbIE/ 04U eHHbIE
npenapamsi pakmopa IX unu IX — KoHyeHmpamsi npompoméu-
Hosozo komnaekca (KITK). Tak ske, Kak u 015 Koppexyuu deguyu-
ma gpakmopa VIl npu 2emodunuu A, oquuieHHbId KOHYeHmpam
akmopa IX BBOOUMCSA Ha NPOMSAXKEHUU HECKOAbKUX OHell. M3-3a
abcopbyuu KonnazeHoM BocnonHeHue deduyuma pakmopa IX
npoucxooum npubausumesnsHo B 08a pasa MedneHHee, 4em Vi,
nosmomy dosa npenapamos pakmopa IX donxKHa 6bimb BOBOE
6onbwe, yem Vill.

besonacHsili ypoBeHb hakmopa npu MasbiIx onepamus-
HbIX BMeWwamebcmsax, BK/t04aa yoaneHue 3yba, — 30-60 %.
BBodumb Kaxoble 24 4 (MuHumym 1 0eHb) 00 N0NHO20 3a)KuB-
fleHus paHbl. [1pu 06WUPHBLIX XUPYpaUYeCKUX BMewameb-
cmsax — 80-100 % (9o u nocae onepayuu). [Tosmopams uHpy-
3Ut0 KaxKOble 8-24 4 00 3a)KUB/IEHUS PaHbl, NOC/Ee 4e20 mepanuto
npooo/KUMb B meyeHue MUHUMyM 7 OHell, no0depixuBas akmus-
Hocmb pakmopa IX Ha yposHe 30-60 %.

®opmyna pacuema 003bl npenapama:

Heobxodumas do3a = Macca mena (kz2) x enaemoe nosbiwieHue
yposHa pakmopa IX (%) x 1,2.

UrnaubumopHsie popmbl 2zemodunuu [204, 205]. ins obe-
CneyeHus 2eMocma3sa nayueHmam c UH2UBUMOPOM K hakmopam
CBEPMbIBAHUSA UCNO/b3YIOMCS npenapamsl « WyHMoBO20 2eMO-
Cmasa»: akKmuBupOBaHHbIl NPOMPOMBUHOBbIL KOMNAEKC UNU aK-
musupoBaHHsili pakmop VIl ceepmbisaHus (3nmaxoz-anbpa).
Mocnedruli npu uH2ubUMopHoU 2eMmogunuu A 015 obecneyeHus
2eMocmasa npu onepamuBsHbiX BMeWwameibCmaax peKoMeHAy-



MepuonepauroHHoe BegeHVe NALUEHTOB C HapYLIEHWUSAMU CUCTEMBbI FEMOCTa3a. ...

emcsa BBoOUMb BHympuBeHHo B doze 90-200 Mk2/Ka Kaxxoble
2-3 4. lnumenbHOCMb mepanuu onpeodensemcs xapakmepom
onepamuBHO20 BMewame/ibcmBa U meyeHUeM nocaeonepayu-
OHHO20 nepuoda.

Pexomengauua 53. MaumeHtam c BB npu kpoBoTeyeHuU-
X M OBLIMPHBIX ONepaLnAX peKOMeHAYeTCA 3aMelleHne
®B npenaparamu, Nosy4eHHbIMU 13 Naasmsl [206, 207]
(YA4 —3,YYP —B).

PekomeHaauma 54. Y naymnerToB c BB B nepnonepauyon-
HOM Nepuoje B Ka4ecTBe reMoCTaTUYeCKMX afbloBaHTOB
PEKOMeHAYIOTCA aHTUPUOPUHONUTUYECKME MNpenapaThl
[208] (Y44 — 3, YYP — B).

PekomeHaaumsa 55. MNMauymeHTtam c BB npu ycnosum non-
HOW KOMMeHCaLMN PeKOMEHAYETCA UCMO/Ib30BaThb /IH060M
BAapMaHT aHecTe3Moornyeckoro obecneyeHms (obuwas
WY perMoHapHas aHecTe3us), HO MPY COXPaHEHWM pUCKa
reMopparmyecKnx OC/I0XKHEHUIA permoHapHas aHecTesuns
npoTuBonokasaHa [190, 191, 199, 209-212] (Y44 — 5,
YYP — Q).

Kommenmapuii. [odxo0dsl kK BedeHuto nayueHmos ¢ bB onpe-
JeNAl0MCs ee MUNOM U CMeneHbio MAXKECMU, a MaKKe BUOOM,
CPOYHOCMbIO U I0KaNu3ayuell Xupypauyecko20 BMewamenb-
cmsa. OcHoBoli obecnedeHus 2eMocmasa npu onepamuBHbIX
BMewameibcmBax y nayueHmos c bB asasemcs 3amecmumens-
Has 2eMocmamuyeckasi mepanus npenapamamu pakmopa VIl
cBepmMbIBaHUA C BbICOKUM codepikaHuem ®B. PekomeHoyemas
Haya/ibHas 003a (oHa Bbipaxaemcs 8 ME ®B u pakmopa Vi)
011 NPOPUAAKMUKU U NeYeHUA XUPYP2U4ECKUX KpOBOMeYeHul
cocmasnaem 40-75 ME/ke BHympuBseHHO, noodepixusaouas
003a — 40-60 ME/k2 kax0ble 812 4. [Tocie ocmaHOBKU KpOBO-
meyeHus 00cMamo4Ho 00H020 BBeOeHUS npenapama B Cymxu,
mak Kak nepuod nonysusHu komnaekca VIll-®B y nayueHmos
¢ 6B cocmasnsiem 24-26 4 [23, 213].

Mpu omcymcmauu BUpyC-UHaKMUBUPOBaHHO20 KOHUeHmMpa-
ma, codepikauje20 OB, BOIMOXKHO UCNOAb30BaHUE KpUOnpeyu-
numama, cooepixaw,e20 KOHYeHMpUPOBaHHbIU GUOPUHO2EH,
@B, pakmopsi Vil u Xlll. Cpa3y nocne BBedeHus OH Bbi3biBaem
YMeHblWeHuUe BpeMeHU cBepmbiBaHus Kposu. JJoa nod6upaemcs
aMnupuyecku. Y nayueHmos c msaxenoti bB 1-20 uau 3-20 muna
Heobx00uMo 0obuBambCs NoBbIWEHUA ypoBHA pakmopa VIl
00 50-70 % neped BbinoAHeHUEM 60/1bWUX ONEPaMUBHbIX BMewa-
menbcms u 80 30-50 % — neped BbINOAHEHUEM Manbix [23, 213].

PekomeHgauma 56. Y nauveHTOB MpY HEBO3MOXHOCTU
csoeBpeMeHHoro BeegeHuna C3I1 ana koppekuun [BC-
CMHAPOMa Ha ¢$pOHEe MaCCMBHOWN KPOBOMOTEPY PEKOMEHAY-
€TCA € 3aMeCTUTE/IbHOM LIe/IbO MO XM3HEHHbIM MOKa3aHNAM
paHee npuMeHeHWe rpenapaToB ¢$paKTOpPOB CBEPTbIBAHMA
kpoau I, VI, IX, X B KOM6MHaLmMK (MPOTPOMBUHOBbIN KOM-
nnexc) B gose go 50 EA/kr [93] (YAA — 5, YAP — Q).

PekomeHpauua 57. Y naumeHToB Ana Koppekuun [BC-
CUHAPOMA Ha pOHe MaCCMBHOW KPOBOMOTEPU B aKyLlep-
cTBe Npy He3IpPEKTUBHOCTU XUPYPFrUYECKOrO U KOHCEp-
BaTMBHOrO remMoctasa peKOMeHAyeTCa ANA YCWeHUA
3¢pPeKTa TPOMOOLUTOB N PaKTOPOB CBEPTHIBAHNA KPOBU
MO YXM3HEHHbIM MOKa3aHMAM WUCMo/b30BaTh Npenapa-
Tbl 3nTakora anbda (akTMBMpoBaHHOro) (dakTtop VII)
B go3e 90-110 mkr/kr [214] (YAA — 2, YAP — B).

PekomeHgauma 58. Ecim MaccuBHoe KpoBOTeYeHue
1 TpaBMaTMYecKas Koary/nonaTus COXpaHATCA, HECMO-
TPA Ha NMpUMEHeHMe CTaHAAPTHbIX METOAMK reMocTas-
KOpPpUrupytoLiel Tepanum, peKkoMeHAyeTCA NPUMEHeHne
PEKOMBMHAHTHOrO aKTUBMPOBaHHOro ¢GaKTopa Koaryss-
umm VII (rFVIla) [214] (Y44 — 2, YYP — B).

Kommenmapuli. rfFVila He aBnsemca mepanuell nepsoli AUHUU
0711 KOHMPOA KPOBOMEYEHUSA U MOXKem 6bIMb SPPeKmuBHbIM
MO/IbKO NPU yCMaHOBAEHUU KOHMPOA 3a UCMO4YHUKOM MaccuB-
HO20 KpoBomeyeHus. Kak mo/ibKo MaccuBHoOe KpoBomeYeHue
U3 noBpesKoeHHbIX COCYd0B ocmaHoBeHo, rFVila moxem 6bimb
noseseH 0415 UHOYYUPOBaHUSA Koa2yAsyuu B Mecmax ouggysHo20
Koazy/10namu4ecKo20 KpOBOMeYeHUs U3 Ma/lbix cocyoos. Caedyem
paccmampusamse npumeHeHue rFVlla, mosnsko ecau mepanus
nepsoli AUHUU B COYeMaHUU C XUpYpau4eCKUMU Memodamu u uc-
noAab30BaHUeM mpaHcgy3uu NpodyKmos KPOBU (3pUmpoyumos,
mpom6oyumos, C3[1u kpuonpeyunumama/gpubpuHozeHa, Komo-
Ppble Bbi3bIBalOM yBeuyeHue yposHeli 2emamokpuma soiuie 24 %,
mpomboyumos Bbiwe 50 x 109/n u pubpuHozeHa sbiwe 1,5-2,02/n),
npuMeHeHue aHmMu@PUBPUHOAUMUKOB U KOPPEKUUS MAXKEN020 ayu-
003a, maxenoll 2unomepmMuU U 2UnoKabyuemMuu HesppekmusHb
915 KoHMpons KpogomeyeHus [12, 125, 126].

MockonbKy rFVila delicmByem Ha CO6CMBEHHYHO CUCMEMY Koa-
2ynAYyuU nayueHma, HeobxoouMbl d0CMamoYHble ypoBHU Mpombo-
yumos u ubpuHo2eHa, 4mobbI MO2 BO3HUKHYMb BbIGPOC MPOMbBUHa
B pe3y/ibmame npuMeHeHus apMaKono2u4ecKux 003 Bbille Pusuo-
nozauyeckux yposHell rFVila yepes npamoe cBA3bIBaHUE C aKMUBU-
poBaHHbIMU mpomboyumamu. Heobxodumo soccmaHosums pH
umemnepamypy mena no BO3MOXHOCMU NPU6AU3UMeE/bHO 00 Pu-
3U0/102U4ECKUX yPOBHeLll, NOCKO/bKY 0axKe HebobLIoe CHUXKeHue pH
U memnepamypsl npUBOOUM K 3aMe0AEHUI0 KUHEMUKU KOaz2yAAUUU.
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lpozHocmuyeckumMu pakmopamu Heb1a2oNpUAMHO20 omsema
Ha rFVlla 6binu pH < 7,2, vucno mpomboyumos < 100 x 109/ u ap-
mepuanbHoe dasneHue < 90 MM pm. cm. BO Bpems BBedeHus rFVila
[215, 216]. Kpome mo2o, y nayueHmoBs ¢ MAxKeNbIMU MpaBMamu
Yyacmo npucymcmsyem 2UNoKaAbYueMus; N03Momy Heo6Xxo0uM
KOHMPO/1b UOHU3UPOBAHHO20 Ka/bUUs U MOXKem nompe6osamsca
BHympuBeHHoe BBedeHUe conell KabYus.

UccnedosaHue Hauser C.J. et al. y nayueHmos c noaumpas-
Moli cpaBHuo 0Be 2pynnbi u3 100 nayueHmoB Kaxdas. B ooHol
2pynne BHympuBeHHO BBOOU/CS peKOMbUHaHMHBIl pakmop
rFVila, a 8 opyzoli — nnayebo. Mexxdy 2pynnamu He 06HapyKeHo
HUKaKux pasAuyuli B nokazamesx AemansHocmu u nompeb6-
Hocmu B 2eMompaHc@y3uoHHol mepanuu. TeM He MeHee 66110
BbISIB/IEHO yBeAUYeHUe Yucaa cny4yaes passumus [TOH B 2pynne
nayueHmoBs, KOMOpPbIM BBOOU/U BHYMPUBEHHO PeKOMBUHaHMHBIL
pakmop rFVila (82 vs 62 %) [213].

B cnyyae HasHaueHus rFVila cnedyem coobuwums podcmseH-
Hukam nayueHma, 4mo rfVlla ucnoas3yemcs BHe 0006peHHbIX
nokasaHuli (npumeHeHue 3a npedenamu 3ape2ucmpupoBaHHbIX
nokasaHuli), mem 6osee 4mo ucnonb3osaHue rFVila moxem
yBeau4uBamb PUCK MpoMB0IMBOAUYECKUX OCNOXHEHUL.

lMpu pedppakmepHOM KpoBOMeEYEHUU U KOa2yaonamuu
BO MHO2UX 061aCMAX MEOUYUHBI (MpaBMamoo2us, Kapouoxu-
pypaus, 3a60neBaHUs nedeHuU, Neduampus, aKkywepcmso um.o.)
npenapamsi pakmopos ceepmeisarus kposu ll, VII, IX, X B kom-
6uHayuu (npompom6uHoBsili Komnaexc) [93] u snmakoza anbpa
(akmusuposarHozo) (pakmop Vil) [194-196] npumensromcs
BCe Wupe, HECMOMPA Ha MO, 4Mo 3Mo npedcmasnaem coboli
ucnosb30BaHue BHe ouyuanbHbix nokasaruli (off-label). 3mu
akmopsl 06nadarom padom npeumyujecms neped C3/1:

® BO3MOXHOCMb HEMeOIeHHO20 BBEOEHUS U BbICOKAsA CKO-

pocms HacmynaeHus sgpgpekma (onepesxarom sgpgpekm
C3/1Ha 30-40 MuH);
m UMMYHO/I02UYECKas U UHPeKYUOHHan 6e30NacHoCMe;
B CHUXaemcsa nompe6HOCMb B UCNO/b30BaHUU npena-
pamos 3amecmumensHoli mepanuu (C3/1, Kpuonpeyu-
numam, KoHYeHmMpam mpomMGoyUMOoB, 3pUMPOYUUMBI);

B CHUXKEeHUEe 4aCmombl NOCMMPaHC@Hy3UOHHO20 NOBPEX-

deHus nezkux (TRALI).

5. MpodunnakTuka n gucnaHcepHoe
HabaloaeHne, MeANLMHCKME NOKa3aHUA
M NPOTUBOMOKa3aHMA K MPMMEHEeHUIo
MeToA0B NPOPUNAKTUKU

PexkoMeHpauma 59. Y naumneHTOB Npu BbICOKMX dpaKTopax
pu1CKa MaccvBHOI KposonoTepu n [IBC-cuHapoMa peko-
MeHZAYyeTCs NpUMeHeHe aHTUGUOEPUHOIUTUKOB (npena-
paTbl TPaHEKCAMOBOW KUCNOTbI 15 Mr/Kr BHYTPUBEHHO)
ANA NPOUNAKTUKM KPOBOMOTEpU Nepes onepauuen
[71-77] (YAA —1,YYP —A).
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Kommenmapuli. [pogunakmuyeckoe sgederue 1000 M2 mpa-
HeKcamoBoll KUCAOMbI BHYMPUBEHHO B8 medeHue 10 MuH (8 mom
yucse u Ha 8020CNUMAaNbHOM dMane) CHUXXaem pucK Kpopome-
YeHus, CNOCOBHO CHU3UMB nNepuonepayuoHHYyIo KPOBONOMepHo
U CHU3UMb NOMpPe6HOCMb B MPaHC@Hy3uu KOMNOHEHMOB KPOBU
[71-77].

PekomeHpgauua 60. Y naumeHTOB Npy MacCUBHOM KpoO-
BonoTepe AaA NpopUNAKTUKN Pa3BUTUA «Koaryaona-
TUM pa3sBe/leHnNA» PEKOMEHAYeTCA KOHTPO/IMPOBaTh
W OrpaHM4YMBaTb MHTPaoMepaLMOHHbIN 06beM MHOY-
3MOHHOW Tepanuu naasmMosamMeHuTenammn 30-40 ma/kr
N NoAjAepXunBaTb COOTHOLWEHNEe UHGY3MOHHO-TPaHC-
¢$y3noHHOIN Tepanun K o6beMy KpoBonoTepu Kak 1:1
NPU KOHTPO/E UCTOYHWMKA KpoBOTeuenus [217-223]
(YAA —2,YYP —B).

Kommenmapuii. MiHgy3suoHHas mepanus, npumeHsemas Ha sma-
nax, npeowecmsyruux mpaHcg@y3uu KOMNOHeHMOoB KPOBU
U 0CMaHOBKe KpOBOMe4eHUs, Heu3bexHo npuBooUm K 2eMo-
duntoyuu (pa3BedeHuro) — CHUMKeHUIO codepiKaHus pakmopos
cBepmMbIBaHUA U MPOM6OUUMOB B eUHUYe 06bema KpoBU. TeM
CaMbIMOUNIOYUS OKa3biBaeM HeamuBHOE BAUSAHUE Ha 2eMOCMma3s
(OunroyuoHHas Koazynonamus) u cnocobHa ycuaums Kpogome-
yeHue. [pu pa3Bumuu ouaOYUOHHOU Koazya0namuu peKoMeH-
00BaHO UCN0/b30BaHUE KPUCMaANoUOHbIX paCmMBOpOB, mozoa
KaK npuMeHeHuUe CUHMemMu4ecKux KONN0UOHbIX pacmaopos,
Hanpomus, He peKOMeHO0BaHO U3-3a UX He2amuBHO20 BAUAHUSA
Ha cucmemy 2emocma3a. [pu npodosKatoue Mcs KpoBomeyeHuu
U He3heKmuBHOCMU XUpYp2U4eCKO20 2eMOCMa3a 06beM U co-
cmaB UH@Y3UOHHO-mpaHCPy3uoHHOU mepanuu He06X00UMO
onpedensams UHOUBUOYA/NbHO B 3aBUCUMOCMU OM CMeneHu
HapyweHuli 2eMOOUHaMUKU, NapaMempoB CUCMeMbl 2eMOCMa3sa
umemna ouypesa.

PexkomeHpauma 61. Y naLmeHTOB C MacCMBHOM KPOBOMO-
Tepe Npu peannsaL M NPOTOKONA MaCCUBHOWM TpaHCdy-
31 peKOMeH/AyeTCA KOppUrnpoBaTb MMMNOKasbLiueMunto
N NoAJepXunBaTb YPOBEHb NOHWU3MPOBAHHOIO Ka/bLuA
B npegenax 0,98-1,32 mmonb/n [224-232] (YA4A — 3,
YYP —B).

Kommenmapuii. Mpu mMaccusHoli KpoBonomepe u peanu3sa-
yuu npomokona MaccusHoll mpaHc@ysuu Moxxem pazBumscs
onacHas 2unokanbyuemMus (KOHUeHMpPayus UOHU3UPOBAHHO20
Kanbyus iCa2* meHee 0,36 MMoAb/N BCAedcmBue nomepu npu
KpoBome4eHuu, pazBedeHus, NpUMeHeHUA HecbanaHcupo-
BaHHbIX KpUCMaNA0UOHbIX pacmBopos (Hanpumep, xnopuda
Hampus), BBedeHue Cmabuau3upoBaHHbIX YUMpamom Hampus
(OekanbyuHUpOBaHHbIX) KOMNOHEHMOB KPOBU U UX 6bicmpas
mpaHxcgysus (6onee 4 003 3pumpoyumos u nnazmbi). Taxenasn
2UNOKaNbUyueMus 0bbI4HO BO3HUKaem BO BpeMA akmuBayuu npo-
MmoKona MaccusHol mpaHcdy3uu npu MmaccusHoll KpoBonomepe
U Koppenupyem ¢ KoAu4ecmaom 003 NepeAUMbIX 3pUMpPOYUMOB.
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MoHumopuH2 UoHU3UPOBAHHO20 KaAbUUSA U KOAUYECMBa BBO-
0UMO20 KaIbUyusA WuUpoKo Bapbupyem. CmaHdapmu3suposaHHble
NpomMoKobl pacno3HaBaHUA U Ie4eHUA MAXKeNol 2UNOKab-
YueMuu BO BpeMsa MacCUuBHbIX mpaHc@y3uli Mo2ym yay4uume
pe3sysibmamel Ne4eHus.

Hu3kuii ypoBeHb UOHU3UPOBAHHO20 KaAbUus CBA3aH C yBe-
NUYeHHOU 1IemanbHOCMbIO, @ MaKsKe NoBbIWeHHOU Heo06xo0u-
Mocmbro MaccusHol 2emompaHcPysuu. Kpome mozo, 2unoxans-
yueMmus B nepsbie 24 4 Mo)xem npo2HO3UpoBams €mManbHOCMb
U He06x00UMOCMb MHO20KPaMHbIX nepeauBaHull nyqule, 4em
camble HU3KUe KOHYyeHmpayuu gubpuHozeHa, ayudos u camoe
Hu3Koe yucao mpomboyumos [224].

Kanbyull 8 nnasme Kposu cyujecmsyem 8 cB0600HOM UOHU-
3upoBaHHOM cocmosaHuu (45 %) unu cessaH c 6enkamu u opy-
2UMU MO/IeKYNaMU B 6UO02UHECKU HeaKMUBHOM COCMOAHUU
(55 %). HopmansHas KoHyeHmMpayus UoHU3UpOBaHHOU opMbi
Konebnemcs om 1,100 1,3 MMoab/n u 3aBucum om pH nnasmbi.
U3-3a nnoxoli pacmsopumocmu Ca(OH), 8 Bode yseauyderue pH
Ha 0,1 ymeHbwaem KOHUeHmMpayuro UOHU3UPOBaHHO20 KaNbyus
npu6bausumensHo Ha 0,05 Mmonb/n [233]. JlocmynHocmb uoHu-
3UpOBaHHO20 Ka/byUsA BakHa 0411 CBOeBPeMeHH020 0bpa3oBaHuUA
U cmabuauszayuu y4acmkos noAuMepuzayuu pubpuHa, a yMeHs-
WweHue KOHUeHmMpayuuU Ka/byus B 4Umo30/e yCKOpAem CHUXeHUE
Bcex Budos mpomboyumapHol akmusHocmu. Kpome mozo, npu
HU3KUX YPOBHAX UOHU3UPOBAHHO20 Ka/1bUUs CHUXXaOMCS COKpa-
mumocms cepoya U CLUCMeMHOe CoCyoucmoe ConpomuBAeHUe.
C yenbro coxpaHeHuUs 61a20nNpUSMHO20 BAUAHUS Ha CepoeYHO-
cocyoucmyro cucmemy u KoazyAAayuro KOHUeHmpayus UoHu-
3UpOBaHHO20 KaAbyus 00/)KHa N000ePIKUBAMbLCA Ha ypOBHE
> 0,9 MMonb/A.

lunokansyuemus passusaemcs BoO BpEMA MacCUBHO20
nepenuBaHus B pe3y/ibmame Ucno/b30BaHuA yumpama Hampus
B Kayecmse aHmMuKoazynsaHma 8 npodykmax Kposu. Ljumpam
Hampus nposBAsem aHmMukKoazynaHmHoe delicmsue, CBA3bIBas
UOHU3UPOBaHHbIU Kanbyull. Flunokanbyuemus 60abwe Bce2o
pacnpocmpaHeHa Ha poHe nepenusaHua C31u mpomboyu-
mapHoU Macchbl, maK KaK 3mu npodyKmasl co0epiKam BbiCOKUe
KOHUeHmpayuu yumpama. Ljumpam Hampus noosepaaemcs 6bl-
CMpoMy ne4yeHOYHOMy MemabouU3MYy, U 2UNOKaNbUUEMUs — KaK
npasuso, mpaH3umopHoe siBAeHUe BO BpeMs CMaHOapMHbIX
npouedyp nepenusaHus Kposu. Memab6onausm yumpama Hampus
MO)Kem 3Ha4umeIbHo ocnabesams BCredcmaue 2unonepgysuu,
2unomepMuU Uy hayUueHmoB C he4eHO4YHOU HedoCmamoYHo-
cmoto [234].

PekomeHpauma 62. Y naumeHTOB Npy MacCMBHOM KpPOBO-
noTepe peKoMeHAyeTcA corpeBaTb MHPY3MOHHbIE pac-
TBOPbI A0 37-38 °C Ana NpodUNAKTUKMN OTPULLATEILHOFO
B/IMAHMA TMMNOTEPMUM Ha CUCTEMY reMocTasa [235-240]

(YAL—2,YAP —B).

KommeHnmapuii. [laxe He3HaqumensbHas 2unomepmus (< 1,0 °C)
BbI3bIBaEM KOA2y/10Namuro, 3Ha4ume IbHO yBeNUYUBAIOU, YO
Kkposonomepio (Ha 16 %), u ypeauyusaem omHocumensHbil
DUCK nepenugaHus npenapamos Kposu (Ha 22 %). CoepeBaHue

BBOOUMBbIX BHYMPUBEHHO UHPY3UOHHbIX paCMBOPOB (KakK u na-
yueHma B yes10m) ABASEMCA HEOMbEMAEMOU YaCMbIO UHMEH-
cusHoll mepanuu MaccusHoli KpoOBONOMepU U 2eMOpPa2U4eCKo20
woka. CoanacHo lMpuka3y MuH3zdpasa Poccuu om 15.11.2012
N2 979+ «O6 ymsepxdeHuu Topsadka oKkasaHUs MeOUYUHCKOU
nomouwu B3poCA0OMy HaceneHuUro no npogdunto “aHecmesuonoaus
u peaHumamosnoaus”», annapamsl 014 nepuonepayuoHHoO20
nodozpesa UHPY3UOHHbIX paCMBOPOB BXOOAM B NnepeyeHb
obopydosaHus OAPUT.

6. OpraHusauma oKasaHuA MegULUHCKOMU
noMoLym

MeaUITUHCKAST TTOMOIIb OKa3bIBAETCS MEAUITUHCKUMU
OPraHU3AISIMHY U KJIACCUDUIIIPYETCS IT0 BUAAM, YCIOBUSIM
u popMe okazaHus Takou nomouru. K Bugam MeAuIuHCKON
oMoty nanueHTam ¢ ABC-cuHZpOMOM Ipu MacCUBHOH
KpOBOIIOTEpe OTHOCATCA: CIeNUaIN3UPOBaHHAsA, B TOM HC-
Jie BBICOKOTEXHOJIOTMYHAS, MeAUIIMHCKASA TIOMOIIb ¥ CKopas,
B TOM YHCJ/Ie CKOpas CIeNHaIu3upOBaHHAA, MEAUITUHCKAS
oMoOIIb. MeAUIIMHCKASA IOMOIINb MOKET OKa3bIBaThCS
B CJIEAYIOUINX YCAOBUSX: CTAI[OHAPHO (B YCJIOBUSX, 06e-
CIIEYHBAOIINX KPYIIIOCYTOYHOE MEAUIIIMHCKOE HAOGMI0IeHIE
U JIeYeHne).

®opmoii OKa3aHUA MEAUIIMHCKON IIOMOIIY MAIfieHTaM
¢ /IBC-cuHApOMOM IIpU MaCCUBHOM KPOBOIIOTEPE SBJISAETCS
9KCTpEHHas MeJUIINHCKAs TIOMOIIb, OKa3bIBaeMas IIpH BHe-
3aIHBIX OCTPBIX 3200€BAHUAX, COCTOSIHUSX, 000CTpEHNHU
XPOHUYECKUX 3a00/I€BAaHUH, IIPE/CTABSIONIUX YTPO3Y JKU3-
uu nanpenta (Pegepanpubiii 3akoH ot 21.11.2011 Ne 323-03
«0O6 ocHOBax OXpaHbI 340POBbS TPAXKAAH B Poccuiickoit
Degepanumn» ).

7. lononHutenbHasa uHpopmaums, Bavaowan
Ha ucxop, 3abonesaHusa/cnHapoma

Ilpu peaimsanuu IPOTOKOJAa MAaCCUBHOH TpaHChY-
3uH A1 Koppeknuu /BC-cuszpoMa MOTYT IOTpe6OoBaTh-
cs1 Gosplvie 0GbEMBI a/I/IOT€HHBIX KOMIIOHEHTOB KPOBH,
B CBSA3HU C YeM BO3pacTaeT PUCK Pa3BUTHS IOCTTpaHCPY-
3HOHHBIX OC10XHeHuI. [TocTTpancdy3uOHHbBIE OCI0XKHe-
HEsSI IPE/ACTaBIeHbl B HOPMATUBHBIX JoKyMeHTax (IIpuka3s
MuHucrepcTBa 34paBooxpaHenus Poccuiickoii Pezeparun
ot 20.10.2020 N2 11281 «O nopsagke npeAcTaBIeHUsA UH-
dbopmanuy 0 peakuAX U 00 OCIOKHEHHUAX, BO3HUKIINX
y PELUIIIEeHTOB B CBsA3H ¢ TpaHcdysueil (mepeanBanuem)
AOHOPCKOU KPOBHU W/ €e KOMIIOHEHTOB, B YIIOJTHOMO-
4YeHHBIH (dezepasbHbI OPTaH UCIIOJIHUTEIBHOU BJACTH,
OCYIIeCTBIAIOMIE QYHKIMH 110 OPraHU3aIllUU JedTelb-
HOCTH CAy)XObI KpoBu» (3apeructpupoBaH 06.11.2020
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Ne 60773), u Bpauu, IpoBoAAIIze TpaHCHY3UOHHYIO Tepa-
IIMIO, O/DKHBI OBITH TOTOBBI K UX AUATHOCTHKE U JIEIEHHUIO.
Bugp! peaknuii u/MIM OCTOXHEHHS Y PEIUIIIEHTOB, 00y-
CJIOBJIEHHBIE TPaHCPY3Uel:
= o0beMHas IeperpysKa;
®  OCTpOe€ HOBpEeX/EHUE JIEeTKUX;
= OZBIIIKA;
®  a/UJleprudecKue PeaKijum;
®  ToCTTpaHCHY3UOHHASA THIOTEH3HU;
s runeprepmudeckas (hebGpuibHast) HEreMOJIUTHYIE-
CKasl peaKIus;
®  OCTPBIH reMO/IU3: UMMYHHBIE PEAKIINH; HEMMMYH-
HbIE PEAKIIUH;
®  OTCPOYeHHBIH reMo/n3 (HaOIIOAAETCS B HEPUOL
oT 24 4 f0 28 AHeli mocJie TpaHCPYy3HUH);
®  OTCPOYEHHas CepoJOTHIecKas TpaHC(Y3UOHHAs pe-
axius (depes 24 4 — 28 gHell mocie TpaHChY3UM);
®  IOCTTpaHC(Y3UOHHAS MyPIypa;
= mnocrrparcdysuoHHass 00/€3Hb «TPAHCILIAHTAT
[IPOTHUB XO35HHA» ;
®  CENTHUYECKUH IIOK;
®  Ileperpyska Xeje30M — BTOPUYHBIN IeMOXPOMATO3;
® UHQUIUPOBAHHE TeMOTPAHCMHCCUBHBIMU HH-
¢dexuuamu: BUY-undexnus, BUpyCHbIE TeIaTH-

KPI/ITePI/II/I OL€éHKN Ka4vyecTBa Me,qVILI,I/IHCKOI‘/II noMowun

Pexomenzanuu pa3paboTaHbl B COOTBETCTBUH
c IIpukazom MunszgpaBa Poccuu or 28.02.2019 Ne 103m
«06 yTBepXKzeHNN TOPsAAKA U CPOKOB paspaboTKU KJIUHU-
YEeCKUX peKOMEHZAIUH, UX IepecMOoTpa, THIOBOH (OpMbI
K/IMHUYECKUX PEKOMEHAAINH 1 TpeOOBaHUH K UX CTPYKTYPE,
COCTABY U HAyYHOH 0OOCHOBAHHOCTH BK/IFOYA€MOH B KJIMHU-
JecKue peKoMeHZAIUHu HHGOPMAIUK» (3aperucTpUPOBAHO
B Mumnrocre Poccun 08.05.2019 Ne 54588), a tarcke ¢ [Ipukasom
Munsapasa Poccun ot 23.06.2020 Ne 6178 «O BHeceHUH U3-
MeHeHHH B npu/ioskeHus Ne 1, 2 u 3 k IIpukasy Munucrepcrsa
3apaBooxpaHeHns Poccuiickont ®egepanyu ot 28.02.2019
Ne 103u «O6 yTBepKAeHUH OPsiAKA U CPOKOB Pa3paboTKu
K/IMHUYECKUX PEeKOMEHZAINH, UX TepeCMOTPa, TUIIOBOH ¢op-
MbI KJIMHIYIECKIX PEKOMEH/AIMI U TPeOOBAHUH K MX CTPYKTY-
pe, COCTaBy U Hay4HOH 060CHOBaHHOCTH BK/IFOYAE€MOM B KJIH-
HHIYeCKUe peKOMeH/AuK HH(POpMaI».

WHopMaLma o npunoxKeHmax

OmraiiH-BepCcHsA CTaTbH coepskut IIputoxeHns, A0CTyII-
HbIE IO CChLIKE:

161 B 1 C. https://doi.org/10.21320/1818-474X-2024-1-7-46
4 N
Tabauya 8. Kputepun oueHKM KavecTBa MeANLMHCKOM MOMOLLM
Table 8. Criteria for assessing the quality of medical care
Ne Kputepuu kayectsa Yaa Yyp
1 B npeonepaLMoOHHOM neproge y naLueHTa cobpaH reMocTasmoNorMyeckuii aHaMHes (Hannyme HaceACTBEHHbIX 3 B

3a601eBaHuI KpoBWu, KpOBOTe‘-IeHMl‘;I nn TPOM603OB B aHaMHe3e, Ha/im4une Taxenoro 3a601eBaHMA NeyYeHn
W KOCTHOIo Mo3ra, ¢aKT nprveMa aHTUarperaHToB M aHTUKOAry/aHToOB

1 TpoMBOLMTOB

2 [1py OKa3aHWUM HEOTIOXHOIN NMOMOLLYM NPU KPUTUYECKMX COCTOAHMAX BO BPEMA OMepaTUBHOIO BMellaTe/1bCTBa 5 C
MHTPaomnepaLMOHHbIi MOHUTOPUHI CUCTEMbI FeMoCTasa BKAoYan onpegenerne MTB, A4TB, yposeHb pubpUHOreHa

3 IMpu BbIGOpe MeTOAa aHeCTe3UM YUYTeHbl MPOTUBOMOKA3aHUsA K pervMoHapHOM, HelipoaKcuabHO aHecTe3unm 5 C
CO CTOPOHbI CUCTEMbI FeMOCTa3a A/1 NPOPUNAKTUKM FreMOPPAruyecKmX OCTOKHEHW

NPOPUNAKTUKM FreMOPparn4ecknx OCAOKHEHNIM

4 Y nayneHTOB, NPUHMMAIOLLMUX aHTUTPOMOOTUYECKME NpenapaThbl, MpU HEO6XOAMMOCTU SKCTPEHHOM onepaLmu 5 C
(vHBa3MBHOM NpoLeaypbl) NPOBEAEHA SKCTPEHHAN MHAKTMBALMM 1 KOPPEKLMM HApYLLEHMIA reMOCTasa AA

remMocTasa v yMeHblueHus o6beMa KpOBOMOTEpU

5 IMpU MHTPaoNepaLMOHHON MaCCUBHOW KPOBOMOTEPE U KOAry/N0naTMYeCcKOM KpoBOTEHeHUM (reMopparmieckoM 1 A
¢deHotune IBC-cMHapOMa) peann3oBaH NpOTOKO/ MAaCCUBHOM TPAHCHY3UM AN1st KOPPEKLMU HAPYLLEHUIA B CUCTEME

(15-20 mMn/xr)

6 MauneHTy ¢ yanmHeHneM 3HavyeHnin A4TB 1 MNTB 6onee yem B 1,5 pasa npu HaAMUMM KPOBOTEYEHUA UAN MPU 5 C
BbICOKOM PUCKE ero passuTus (BbIMONHEHWE MHBA3MBHbIX BMELWATeNbCTB) BbiNOAHeHa TpaHchysus C3M1

7 puv nocTynieHnn naumeHTa ¢ MaCCMBHOM KPOBOMOTEPeW BBeeHa TpaHeKcaMoBas K1caoTa B Ao3e 11 B TedeHne 1 A
10 MVH C nocesyoLWmM B/B 031POBaHHBIM BBeAeHMeM 1T B TedeHue 8 4

8 Y nauneHTOB NPV MacCMBHOM KPOBOMOTEPE NPOBEAEHO COrpeBaHme MHPY3NOHHBIX pacTBOpoB Ao 37-38 °C ans 2 B
NPOPUNAKTUKM OTPULLATENbHOrO BAUAHUA TMMOTEPMUM Ha CUCTEMY reMocTasa
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