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Pegpepam

HapymeHnusa cucTeMbl CBepPTBIBAaHHUSA KPOBHU B II€PHO-
MePallMOHHBIA IPEACTABIAI0T CEPbe3HBbIH PUCK Pa3BUTHA
SKU3HEOIIACHBIX OCJIOKHEHHH. B cTaThbe Ipe/AcTaBIeHDI Me-
Tozu4YecKue pekoMeHAanuu degepanyy aHeCTEe3HOJIOTOB
U peaHuMaTo/I0roB Poccuu 1o nepronepanuoHHOMY Beze-
HUIO IAIIMEHTOB C HAPYNIeHIAMH CHCTeMbI I'eMOCTa3a, B KO-
TOPBIX 0000IEHBI ACIIEKTHI KAK ANATHOCTUKH 1 OLIEHKH, TaK
U MHTEHCUBHOW TepaNuy BPOXK/AEHHBIX U IPUOOPETEHHBIX
HApYIIEHUI CUCTEMBI CBEPTHIBAHUSA B IIePUOIIEPAL[HOHHBIH
nepuoz. ITouck mrepaTypsl O COCPeZOTOYEH HA MeTaa-
HaJIU3aX U PaHAOMU3HPOBAHHBIX KOHTPOIUPYEMBIX HCC/Ie-
ZOBAHUAX, HO TAKKe BK/II0YAJI PETHCTPbI, HEPAHAOMU3HPO-
BaHHble CPABHUTE/bHBIE U OIHUCATeJbHbIe UCCAeJOBAHUA,
CepHH CJIy4aeB, KOTOPTHbIE HCCIEAOBAHUSA, CHCTeMaTHde-
CKHe 0030pb! U MHEHHsI 9KCIepToB. ONUCAHBI IPUHIUIIE]
[ePHOIePAIUOHHOrO BeAEHUSI CHHAPOMA ANCCEMHUHHUPO-
BAaHHOT'O BHYTPHUCOCYAUCTOTIO CBEPTLIBAHUA, I€ICHOYHON,
ypeMU4eCcKoH, TpaBMaTHIECKOM, CeITHIEeCKOU KOaryaoIma-
THH, IPUOOPETEHHBIX TPOMOOIIUTONIEHHH U TPOOOIUTOIA-
T, antudochounugHOro CHHApPOMa, reModuuii A u B,
60s1e3u1 Brutebpanza u Aporou matoaorud. /st KaxAoH
PeKOMEeH/AINH IIPe/CTaB/IeH YPOBEHD JOCTOBEPHOCTH 0~
Ka3aTe/bCTB U YPOBEHb YOEeAUTEIbHOCTH /OKa3aTe/IbCTB.
PexoMenzanuu pa3zpaboTaHbI SKCIIEPTAMU B 00/IACTH IT€PH-
OIIePAIIOHHOTO BeeHUs AI[UeHTOB AJI Bpadell aHecTe3H-
0JI0TOB-PEaHHMATO/IOI'0B B KA4eCTBe ITOMOINY B IPUHATHH
KJIMHUYECKUX pellleHNnH, OKOHYaTe/IbHOe PelleHue [0 KOH-
KPeTHOMY ITAIIHeHTY IPUHUMAETCs JIeJaIllIM BPadoM.

K/TFOYEBbBIE C/1IOBA: cHApPOM ANCCEMUHMPOBAHHOIO
BHYTPUCOCYANCTOrO CBEPTbIBAHWUA, NMeYeHOYHaA
KoarynonaTtus, ypeMumyeckas KoarysonaTums,
TpaBMaTuyecKas (reMoAMNIOLMOHHAR) KoaryionaTua,
TpombouuToneHus, TpoMboLuTonaTus, NpuobpeTeHHble
HapyLIeHMA CUCTEMbI FeMOCTa3a, HaC/1eiCTBEHHble
HapyLUeHWA CUCTeMbI reMoCTasa, aHTUGOCPOANNUAHBIN
CUHAPOM, reModuans, 6onesHs Buanebpanaa,
nepuonepaLmoHHbIi MOHUTOPUHT, OCTpas MacCMBHanA
KpOBOMOTepSA, LLOK
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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 resuscitators as an aid in making clinical
decisions; the final decision for a particular patient 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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Koaryronarust — 11060e U3MeHeHUe UIU HapyIIeHnue
reMoCTa3a, IPUBO/sIee MO0 K KPOBOTEIEHHIO, THOO K 06-
Pa30BaHUIO TPOMOOB, GO K TOMY U PYrOMY.

TpoM6oUINSI — ATOJIOTHUIECKOE COCTOSIHHE, BbI-
3BaHHOE KOMOWHanued (akToOpoB pHCKA, peaTn30BaH-
HBIX pasBuTHEM TpoM6o3a (TpoMGO30B), 0OBEKTHUBHbIE
CBe/ieHNsI 0 KOTOPOM (KOTOPBIX) MOTYT OBITH HOJIyIEeHbI
B HACTOSIIMH MOMEHT WJIH [0 JAHHBIM HH/AUBH/YAIbHOTO
aHaMHe3a.

TpoM0603 — IPIKU3HEHHOE BHYTPUCOCYAUCTOE 00pa-
30BaHHe MacC GUOPHHA C KINHUIECKUMY CUMIITOMAMH O/
HOW nm 60/iee ApTEPUATBHBIX M/ UIN BEHO3HBIX OKKIIO3UI
U BBIAB/IeMOE BU3YaIbHBIMU MeTOAAMU UCC/IeJOBAHUA.

ABC-cuHApOM — IpHOOpeTeHHOe HapyIlleHIe CBEPTHI-
BaHHA KPOBH, COIIYTCTBYIOIIee KDUTHIECKOMY COCTOSHHUIO,
[IPU KOTOPOM ITOTPEO/ISIFOTCST KOMIIOHEHTHI CBEPTHIBAOIIEH
U IPOTHBOCBEPTHIBAIOIIEH CHCTEM KPOBH H KOTOPOE MOXKET
COIIPOBOXKAATHCS KAK KPOBOTEUYEHUEM, TAK U MUKPOTPOMOO-
3aMH. «/IBC-CHHAPOM XapaKTepu3yeTcs BHyTPUCOCYAUCTON
aKTUBAaIlUel KOArylAldd B pesyabTaTe AeUCTBHUS pa3ind-
HBIX (akTOpOB Ha (OHE IOTEePU CAMOKOHTPOJIA CHCTEMbI
reMOCTa3a, IPUBOJASIINX K HAPYIIEHUIO MUKPOLUPKY/ISIIIAH
C Pa3BUTHEM OPTaHHOH AUCQYHKIII»

TpoMOOIMTONEHNsA — COCTOSHHE, XapaKTepU3yIolee-
Cs1 CHIDKEHHeM KOJIMdecTBa TpoMOonuToB Hipke 150 x 10°/1.

TpoMOOIHTONATHSA — HAPYLICHHE CUCTEMBI IeMOCTa-
34, B OCHOBE KOTOPOTO JIEKUT AUCHYHKINSA TPOMOOIIUTOB.

Boae3ns BureGpaHga — BpOXXZeHHOe HapylIeHUE
CBEPTHIBAEMOCTH KPOBH, IPOSB/IAIONIEECS HU3MEHEeHHEeM
KOHIIEHTPalllH, CTPYKTYpbl wiu QyHKuu daxropa GoH
BuieGpanga.
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Temoduamusa — Hac/ie/CTBEHHOE 3200/1eBaHUe KPOBH,
KOTOpOE€ BBI3BAHO BPOK/JEHHBIM OTCYTCTBUEM HUJIU YMEHb-
IIeHIeM YPOBHSA (PaKTOPOB CBepThIBAHHSA KPOBH.

TpomMGoTHyecKkue MHKPOAHTHMONATHH — IIATOJIO-
rHYeCcKre COCTOSIHUS, XapaKTepU3yIouuecs: TpoMboru-
TONeHHeH, MUKPOAHI'MONATHYeCKOU TeMOJIUTUYeCKOH
aHeMHeH U PACIPOCTPAHEHHBIM TPOMOO30M MEIKUX KPO-
BEHOCHBIX COCY/IOB, C/IeJCTBUEM 4eTO SB/ISeTCs Iporpec-
cupylollee IOBpeXAeHUEe 1 HeJOCTaTOYHOCTD Pa3IMYHbIX
OpraHoB.

1. KpaTtkasa nndopmauus

Vi3MeHeHHsT B CHCTeMe TIeMOCTa3a COIPOBOXK/JA-
IOT IPAKTUYECKU JI000€e OIepaTHBHOE BMEIIATebCTBO.
VIX HAIIPAB/JIEHHOCTD U BHIPAXKEHHOCTD 3aBUCST OT MHOTHX
(bakTOpPOB: OT XapakKTepa MATOJIOTUH, 00beMa U TPaBMa-
TUYHOCTH OINEPATHBHOTO BMEIIATEJbCTBA, OT OPIraHO-
cnenuduIeckux mapamMeTpoB (pasHble OPraHbl U TKAHU
00./1a210T Pa3INIHOHN TPOMOOIIACTHHOBOH U HubpuHo-
JUTUYECKOH aKTHUBHOCTBIO), OT HUHAUBH/YAIbHBIX OCO-
OeHHOCTEeH MaIeHTa, OT HCII0Ab3yEeMBIX KOMIIOHEHTOB
aHeCTe3H0/IOTHIEeCKOro mocobus u T.7. Bpauy anecresno-
JIOTy-peaHIMATOJIOTY, B COOTBETCTBHH C IIPO(ECCHOHAIb-
HBIM CTAH/APTOM, HEOOXOAMMO BBISIB/SITH M KOPPUTUPO-
BATh JKU3HEYIPOXKAIOIIYe HAPYIIEHUs B CHCTEMe IeMOCTa3a
B [IEPHOIIEPAI[IOHHOM IIEPUO/IE, KAK B BH/le KPOBOTEUIEHHUH,
TaK ¥ B BHZ€ TPOMOGO30B. DTO MOTYT OBITH BPOXKAECHHBIE
U IpHOGpeTEHHbIe HAPYLUIEHUS C Pa3INIHON STHOJIOTHEH
U MATOTeHeTUYECKIMU MeXaHU3MaMu, Tpebyomiye Crer-
n(UIECKOTO JeUeHHS.
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2. DTUonorusa v naToreHes HapymeHvu‘/'l
CUCTEMbI reMoCTa3a

CHUHAPOM AMCCEMUHHUPOBAHHOT'O BHYTPUCOCYAMCTOTO
cBeprhiBanusi ([BC) KpoBU sIB/sIETCST OAHUM U3 Hanbostee
YaCTO BCTPEYAIOUIUXCS HAPYIIEHUH CHCTEMbl reMOCTa3a.
CUHAPOM XapaKTepHU3yeTCsl pacCesiHHbIM BHYTPHCOCYAU-
CTBIM CBEPTHIBAHHEM KPOBH, 00pa30BaHHEM MHOXXECTBA
MHKPOCTYCTKOB (UOpPHHA U arperaros KjaeToK (TpoM06o-
IIUTOB, SPUTPOILUTOB, JEHKOI[UTOB), KOTOPble 0OPA3yIOTCs
B KallWL/IIPAX U BBI3BIBAIOT 0/I0Ka/ly MUKPOIUPKY/IATOPHOTO
pycsa opraHos [1, 2].

Cuauraercs, yro /BC-cuHApOM BO3HUKAET B pe3yAbTaTe
ancharaHca MEXAY CUCTEMAMU KOATY/ISIHY U AHTUKOATy/IsI-
IIUH, C OAHOU CTOPOHBL, U GUOPUHOIH3OM — C APYTOH. TO
CTAHOBUTCSI IIOHATHBIM, €C/IA YIeCTh, YTO TPOMOUH, IIpe/-
CTaBJIAIONIIUH KOAT YIAIUOHHYIO CUCTEMY, U I/Ia3MUH, XapaK-
Tepusyomuil GUOPUHOINTHIECKYIO CUCTEMY, SIBISIOTCS
K/II09eBbIMHU MeguaTopamu /IBC-cungpoma. Tpombus npu-
BOZUT K IATOJIOTHYECKON BHYTPUCOCYAUCTOH IUPKYAAIUN
CTyCTKOB (GUOPHHA, OTIOXKEHUIO UX ¥ TPOMOOIIUTOB B 30He
MHKPOIUPKY/ISIIUH, K HOTPe6IeHII0 (PaKTOPOB KOAT Y/ISIIIUHL.
ITra3mun paspyuraet GpubpuroreH, puopUH U GaKTOPHI KO-
ary/IsIun, Ipou3BoAst GuOpUH-MOHOMEpS! 1 D-anuMepsl, xa-
paxrepHble st //BC-cungapoma. AkTuBanust GubprHOIN3a
IIPY IPOKOATY/IIHTHOM C/IBUT€ ABJSAETCS KOMIIEHCATOPHOHN
peakiuei opraHu3Ma, HallpaBJIeHHOU Ha BOCCTAaHOBJICHUE
COCYAHCTOU NIPOXOAUMOCTH H IIpe0TBpallleHue IOJTHOPIaH-
HOM HeZIOCTaTOYHOCTH. B TO ke BpeMs reHepaIn30BaHHAs
runepakTuBanyst GuOPUHOIN3a MOXET caMa o cebe siB-
JATbCA UHAYKTOpOM maroreHesa /BC-cuHgpoMa, HanIpu-
Mep, IIpH JIeHK03aX, IPOCTaTIKTOMUHU, HCKYCCTBEHHOM KPO-
BOOGpalieHNH, IeYeHOIHON HEeAOCTATOYHOCTH, //TUTEIBHBIX
OIlepaTHBHBIX BMEIIATeIbCTBax [3-5].

ABC-cungpoM — Hecnenuduieckoe HapylIeHUE CHU-
CTeMBI I'eMOCTa3a, ABJAIoNeecs Hanboiee JaCTHIM OCIOXK-
HeHHeM OOJIBIIMHCTBA ITATOJOIHYECKUX IPOIECCOB, KO-
TOpOeE, B CBOIO OYepe/ib, CTAHOBUTCA BAXKHEHIIUM 3BEHOM
MeXaHU3Ma IIPOrPeCcCUPOBAHUS, PE3KOT0 OTATOIIEHHs, a 3a-
JACTYIO U HeOIATOIPUATHOTO UcxoAa 6osesnu. Hanbosee
4yacThle MIPUIKHBI pasBuThA /I BC-cuHApOMa Ipe/cTaBIeHbI
ke [1, 2].

IToBpexzeHne TKaHEeM:

TPaBMBbI;

PpasapobeHyst/ Kpari-CHHAPOM;
TIOBpEXAEHUA [IeHTPAaIbHON HePBHOM CUCTEMBI;
TEeIJIOBOHU yAap;

OKOT'H;

reMOJUTHYeCKUe TPaHC(Y3HOHHbIE PEeaKIUT;
OCTpOe OTTOPKEHHE TPAHCIIAHTATA.
Heomnasus:

= pak;

JIEUKEeMUST;

XMMHUOTEpAIHs paKa;

pacna/arImascs OmyXxo/b.
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Hudexunu:
IPaMIIOIOXKUTE/IbHbIe GaKTepUH;
rpaMoTpHIaTeIbHbIE OAKTEPUN;
CIIHPOXETBHI;
PHUKKEeTCUY;
IIpoCTeHIIne;
Ipuob;
BHPYCBL
AKyImepckas IaTOJIOTHA:
m  IpeXxzeBpeMeHHas OTCIOUKA ILIAIeHTBI;
m IpezJe)XaHUe IUIAIeHTbI, HapYIIeHHs ILIAIleHTa-
I[UH, BpAaCTaHHUeE ILTAICHTBI;
3aMepiiast GepeMeHHOCTb;
AMOOJIHST OKOJOILIOAHBIMU BO/IAMM;
aTOHUA MaTKU;
npepbiBaHKe OepeMeHHOCTH (TepareBTHIecKoe);
recros.
ITpoyne NpUIHMHEI:
IIOK;
yTOI/IEHNE, 0COOEHHO B IPECHOU BOJE;
JKUPOBAsi IMOOIHS;
AQHeBPH3Ma aOpPTBI;
THI'aHTCKHE [eMaHT'HOMBI;
YKYCBI HEKOTOPBIX 3MeH.
ITo ganubM Bopo6besoit H.A. [6], o6HapysKeHa CBsI3b
10JIMMOP(PHBIX TOMO3UTOTHBIX BAPHAHTOB reHa PAI-1 ¢ Kiu-
Hu4deckol TsoxecTbio /B C-cunzpoma. Atess 4G rena PAI-1
BCTpedaeTcs y nanueHTos ¢ /JBC-cuaApoMoM, A/151 KOTOpO-
ro XapaKTepHa 3HAYUTe/IbHAS JeIPecCus aKTUBHOCTH (u-
OpHHOIM32 ¥ MaKCHMA/IbHAS BBIPAKEHHOCTh CUMIITOMOB
ITOH.
Kiaccudukanus /[BC-cungpoma [7]:
m sBHBIA (KamHAUYecKui) [BC-cunapom (xapakrep-
HO Ha/INYUe reHepaIu30BaHHOTO HJIH JIOKAJIbHOT'O
TPOMOOTEMOPPArHIECKOTO CHH/POMA);

m  HesBHbIH (1aGoparopHusiit) /JBC-cuuzpoM (xapak-
TEPHO HajJu4He Ja0OPATOPHBIX HApyIIeHHHd 6e3
KJIMHAYECKON MaHUDECTAITHN).

lMeyeHo4Hasn KoarynonaTua

MexaHu3MbI pa3BUTH [8]:
CHIDKeHHUe CHHTe3a (AKTOPOB KOATry/IsI[UY;
cuHre3 epeKTHBIX PAKTOPOB KOATry/suH (I1aToJIo-
rudeckuii GuOPHHOTeH);

s gedunur Buramuna K (numeBoit gedurur, Hapy-
IIeHHbIH cuHTe3 BuTaMuH K — 3aBUCHMBIX (akTo-
POB, HEXBATKa JKEIIHbIX COJIEH — OOCTPYKTUBHAS
JKEITYXa);

m TpoMmGoruToneHus (FUIepCIIEHU3M C CeKBeCTpa-
Ijiell TPOMOOIIUTOB, CHIDKEHUE IPOAYKIIUH TPOM-
60103 THHA);

®  CHIDKEHHAs [eTpajalfisi aKTHBUPOBAHHBIX (AKTO-
pos koaryssiiun (/JBC-cuszpom);

m  IIOBBIINICHHAA aKTUBANUA GUOPUHOIUTHIECKOH CU-
creMbl — runepuopuHOIN3.
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K/mHnveckas XapaKTepUCTHKA: SKXUMO3BI, JKeTyZ04HO-
KUIlle4YHble KPOBOTEYEHHS, KPOBOTEUYCHHE U3 BAPUKO3HBIX
BE€H, HOCOBOE KPOBOTEYEHHE, KPOBOTOYUBOCTD U3 MECT Be-
HOIIYHKITHH, KDOBOTEYEHNU S, BRI3BAHHBIE JPYTUMH IIPOIIeAY-
paMu.

YpemMuyeckasa Koaryaonatmsa

JAucdyHKIus TPOMOOIMTOB U CHI)KEHUE B3aUMO/eH-
CTBUSI CTEHKH COCYZa U TPOMOOINTOB (OAKH 13 BO3ZMOXKHBIX
MEeXaHH3MOB 3TOI'0 — IIOBBIIIIEHHE CUHTEe3a OKCHZA a30Ta
9HZOTE/IMeM) — OCHOBHBIE IIPUYUHBI KPOBOTEUYEHHUH IIPH
ypeMun. Arperarysi TPOMOOIIUTOB MOXKeT HHIHOUPOBATH-
Cs1 TAKUMH BelleCTBaMH, KaK I'YaHU/WH, SHTApHAs KUCI0TA,
(beHO/IbI, MOYEBHHA U «MOJIEKY/IbI CpeAHEeH MacChl» B KOH-
[[eHTPALXAX, 0OHAPYKEHHBIX [IpU ypeMuu. OCTaToIHOE KO-
JINYECTBO IIPeapaToB IPYIIIbI lellapHuHa, HCII0Ib3yeMOro
IIpY reMO/IMaIN3e, TAkKe MOXKeT BHOCUTD BK/Ia/l B TeMoppa-
rudecKue IposBaeHus npu ypemun. OnpezereHHbIH BKIaJ
B TeMOpparuy BHOCHT aHEMHUS: IIOCJe IeMOTpaHcy3uu
YMeHbIIaeTCs] BpeMsl KpOBOTeYeHHUsI U TeMOpPpParudecKui
CHUH/IPOM. DPHUTPOLHUTHI SABJAIOTCA BAKHEHIINM 3BEHOM
(YHKIMOHUPOBAHUS CUCTEMBI TeMOCTa3a: OHU MOAYIUPYIOT
OTBET aKTHBUPOBAHHBIX TPOMOOIUTOB, aKTUBUPYIOT [IOT
TPOMOOIINTOB, YCU/INBAIOT BBIPAOOTKY TPOMOOKCaHa A2
U ABJAAI0TCA goHaropamu A/[®; kpome TOro, OHU BbITEC-
HSIIOT TPOMOOILUTHI O/IFDKE K CTEHKE COCY/A C YBeIMIeHIEM
UX KOHIIeHTPAIIUH B JAHHOH «I[eJIeBOU 30He» J0 CEMHUKpAr-
HOM I10 OTHOIIEHMIO K UCXOAHOM [9-11].

Y manueHToB ¢ ypeMHeH BbIPa)KeHHOCTb HaPYIIEHUs
(dyHKIIIHE TPOMOOLIUTOB KOPPE/IUPYET C TSDKECTBIO YPEMUH
u anemuu. Ha ¢oHe ypeMun Hapylaercs aAre3us, akTHBa-
IHsT ¥ arPeranys TPOMOOIUTOB U [OBBIIIAETCS IPOAYKITHS
TpoMboKcaHa A2. Bpemst CBepThIBAHESI KPOBH Y GOJIBIIHH-
CTBa [IAIIUEHTOB C ypeMuel yBemauBaeTcs 4o 30 MUH u 60-
nee [12].

TpaBMaTU4ecKas KoarysonaTus

ITprMepHO Y TPETH BCEX MAIMEHTOB C TPABMATHIECKHU-
MH KPOBOTeYeHUsIMU TP FOCIUATAIU3ANNN AUATHOCTUPY-
IOT KOATY/IOMAaTHI0. JTa TPYIIA IAI[HEeHTOB JeMOHCTPHU-
pyeT 3HAUYUTeNbHOE yBeAHdeHNe YaCTOThI TOJHOPTraHHOH
HEZ0CTATOYHOCTH U CMEPTH 110 CPABHEHHIO C MAIMEHTAMHE
C IIOXOXXMMHU TPAaBMAMU IIPH OTCYTCTBUU KOAT'YIOMATHH.
PaHHsIsT OCTpast KOAryJI0NaTHs, CBSI3aHHASI C TPaBMaTH4e-
CKUM IOpaKeHHeM, Oblia IpU3HAHA MHOTO(AKTOPHBIM
[IEPBUYHBIM COCTOSIHIEM, KOTOPOE SIBJISETCSI PE3Y/IbTATOM
COYeTaHUs IIOKA, BBI3BAHHOIO KpPOBOTedYeHHEM, oOpa-
30BaHMsI KOMILTEKCA TPOMOWH-TPOMOOMOAY/INH B TPaB-
MHUPOBAaHHOH TKAHU U aKTUBAUUU (PUOPUHOIUTHIECKUX
U AHTHKOAry/JIIHTHBIX MexaHusmos (IIpuiosxkenue 1 oH-
JMafH-Bepcun crarsu) [ 13]. Pasamansre GpakTops! OKa3bIBa-
0T BJSIHUE HA TSDKeCTh HapyuieHus koary/asnun. C ogHOH
CTOPOHBI, KOATy/IIONATHSI 3aBUCHUT OT BJIMSHUS (AKTOPOB
OKPY’KaIoIIel Cpe/bl U T€PAINH, KOTOPbIE CIIOCOOCTBYIOT

Pa3BHTHIO allNZ034a, TUIIOTePMUH, AUIIOIHH, THIIONepdy-
3UH U UCTOLIEHUIO (aKTOPOB CBepThIBaHUA KpoBH. C Apy-
TOH CTOPOHBI, TO COCTOSHUE U3MEHIEeTCS 1107, BIUSHUEM
HMH/UBU/Ya/bHBIX PaKTOPOB MAIJMEHTa, BKII0Yas TeHeTU-
YeCcKuid POH, COMyTCTBYIOIHE 3a601eBaHuUs (B YACTHOCTH,
BOCIIAJIEHIISI) ¥ IEKAPCTBEHHBIE CPEACTBA, 0COOEHHO MePO-
paJIbHBIE AaHTHKOATY/IAHTHI U BBeeHHe XUAKOCTH Ha J0r0-
CIIUTA/JIBHOM JTalle.

Dyer et al. [14] 8 npocniextusaom PKU (n = 37) ycraHo-
BUJIM, YTO TPaBMAaTHYECKOE IIOBPEXACHIE aCCOIUIPOBAHO
C TOBBIIIIEHHOH dKCIIpeccuel Gpakropa Buiiebpanza u cHI-
JKEHHOM KCIIpeccuell ¥ aKTUBHOCTBIO MeTaI/I0IPOTENHA3bI
ADAMTS13. 9Ti u3aMeHeHuA IPUBO/AT K TOMY, 9TO Y TAKUX
[AI[IEHTOB B KDOBU IIPUCYTCTBYIOT Y/IBTPAKPYIIHbIC MY/IbTH-
MepbI MoJstekys Gakropa Buie6panzga (UL-VWF), koTopsle
COXPAHSIOTCS B Te4eHHe 24 4 [10C/Ie I'OCIUTATA3AIIH Halli-
enTa. Huskaa akrusHOCTH ADAMTS13 Ha MOMEHT IOCTY-
IUIeHUS IAIeHTa B CTAI[HOHAP KOPPEeINpPOBaJIa C IPU3HAKA-
MU KJIUHUYECKON KOATyJIONaTHH U SIBJIAIACH He3aBUCHMBIM
IIPEeAUKTOPOM KOAry/l0IaTHH.

TpomboumTONEHUM

Bo1zes10T TpU MAaTO(PHU3NO0IOTHIEeCKUE IIPUIUHBI pa3-
BUTHUSI TPOMOOIUTOIIEHHUH: HAPYIIEHNe IPOAYKIUU TPOMGO-
IJUTOB, Ilepepacipe/eieHre TPOMOOIUTOB B YCKOPEHHOE
ux paspymenune (ITpunoskeHue 2 OH/JIAHH-BEPCHU CTATHH)
[15, 16].

TpoMGOuUTONEHNSI He HMeeT KAKUX-IH00 Ccrer-
I/I(i)I/I‘IeCKI/IX CHUMIITOMOB ¥ KJUHUYECKUX IIPHU3HAKOB.
EZWHCTBEHHBIM XapaKTepHBIM IIPU3HAKOM TPOMOOIUTO-
IIEHUH SIBJISIETCS IOsIBIEHHE MeTEeXUAIbHOU CHIIMK HA KOXKe
U C/IM3UCTBIX 060/1049KaX. ChIlb 06BIYHO HAHbO/Iee BHIPAKe-
Ha Ha KO)Ke HIDKHUX KOHEYHOCTeH (13-3a BBICOKOTO I'HAPO-
CTaTHYECKOTO ZaBJICHU).

HapyiueHne npoAyKIuu TPOMOOLUTOB MOXKET OBbITH
00YCI0B/ICHO IIOBPEXK/eHHEeM KOCTHOI'O MO3TI'a, B 9TOM CJIy-
4yae CTPaZaloT BCe TPU I'eMOIIOITHIECKUX POCTKA U Pa3BH-
BAeTCs AIlJIa3Ms KOCTHOTO MO3ra (ar/IacTUdecKasi aHeMUsT).
YMeHbIIeHUe COZAEpKAaHHA MEraKapHOLUTOB B KOCTHOM
Mo3re HaGII04aeTCsi BO BPeMsI JIy9€BOH U XUMHOTEPAIUH
3/I0Ka4eCTBEHHBIX HOBOOOPA30BaHWU; B pe3yjbTare Jei-
CTBUs psi/ia TOKCHYECKUX BEIeCTB, HampuMmep GeH3o0.a
1 MHCEKTHULIVAOB; IIPU IIPUMEHEHUN pPsA/a JIEKAPCTBEHHDIX
IIperapaTroB — THASUAHDBIX JUYPETUKOB, CIINPTA, 3CTPOTe-
HOB; IIPU BUPYCHBIX I'€IIaTUTAX. I/IH(i)I/I][I)TpaL[I/IH KOCTHOTO
MO3ra 3JIOKa4€CTBE€HHBbIMHU KJIETKaMHU TOJKE BbBI3bIBACT Ha-
pyuerue TpomM6omnossa. Omyxoau caMOH KPOBETBOPHOM
CUCTEeMbI — MU€eJI0Ma, OCTPBIH JeHKO03, TuM(pOMa, a TAKKE
Muestonpo udepaTuBHble 3a001€BaHUS TAKKE YaCTO IPUBO-
AST K HAPYIIEHHsIM TPOMO0II0932; PeKe BCTPEIAt0TCs MeTa-
CTaTHYecKast KapiuHoMa u 6osre3up Lome. HeadpexTuBHbIi
TpOMOO011093 HABII0AAETCST TAKXKE TIPH AePUINTE BUTAMU-
Ha B12 1 o/1meBo# KUCIOTHI, BK/IIOYAs] HAIIUEHTOB C /KO-
TOJIM3MOM U HApYIIEHUsIMH MeTabom3Ma (oIneBOr Kic-
JIOTBL. B mociesHeM ciydae Bce HapylIeHUsT 0OPa30BAHUS
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PEKOMEHALINM

TPOMOOITUTOB GBICTPO PETPECCUPYIOT Ha HOHE EKBATHON
BUTAMHUHOTEPAIINU.

K 3a60;1eBarusM, 0GYCIOBAEHHBIM TIOBBIIIIEHHON CKO-
POCTBIO paspyLIeHHsi TPOMOOIIUTOB HEUMMYHHOH IIPUPO-
ZIBI, OTHOCSITCST TPOMOOTHIECKAS TPOMOOIUTOITEHIIECKAST
nypiypa (TTII), reMOJIUTHIECKUH YPEMUIECKUAH CHH/APOM
(I'YC) u HELLP-cunzapom. HecMOTps1 Ha TO, 9TO TIATOTEHE3
KQK/|0T0 U3 3TUX 3200/I€BAHUH OT/INYEH OT JPYTHX, BCE OHU
MOT'YT IIPHBOAUTDH K TPOMOOOOPA30BAHHIO U PA3BUTHIO OP-
raHHOU HEeZOCTATOYHOCTH.

TpomboTuyeckasa TpoMbouUTONEHNYECKan Nypnypa

B cumnromokommiexkc TTII BxozAT: JuXOpazka;
TpoMmboruTonenus: Ge3 saboparopHsix npusHakos /JBC
(nopmaspusie ITTB, AYTB u cogepxanne GpubprHOreHa);
MHO)KeCTBEHHBIe OKK/II03UHU ME/JIKHX KPOBEHOCHBIX COCYAOB
(crycrku TpOMOOLIUTOB) C MOPAYKEHUEM ITOYEK, [IEHTPAIb-
HOM HEPBHOU CHUCTEMBI, UHOT/A — KOKU U AUCTAIbHBIX CeT-
MEHTOB KOHEYHOCTEH; MUKPOAHTHONIATHIeCKasl [eMOJIUTH-
gyeckas aHeMus (C/IeACTBUEe MEXaHUIeCKON ¢parMeHTaluu
PUTPOLUTOB IIPH IIPOXOXKACHUY HX Yepe3 3aKy[OpEHHbIe
TpomboruTamMu apTepuosst). OgHako HauboIee 9acTo Ha-
6/IF0//AI0TCST TPU CUMITTOMA: (PAarMEeHTALNs SPUTPOLIUTOB,
TPOMOOLUTOIIEHHSI U ITOBBIIIIEHNE YPOBHS JAKTATAETUAPO-
reHas3bl B KDOBHU BCJIEACTBUE [eMO/IM3a; HAIHIHUA 3TOU TpH-
a/lbI CUMIITOMOB ZOCTaTOYHO /JIl IOCTAaHOBKH JAMArHO3a.
TTII MmoxxeT mopaXkaTh Ije/Ible CEMbU; MOKET HOCUTD CIIO-
paauvecKuil XapaKkTep U BO3HUKATH 0€3 BUANMOH IPUIHHEI
(mamomarudeckass TTII); IPUHAMATH XPOHUIECKUHN PeIfH-
AMBHPYIOIIMI XapaKTep; Pa3BUBAThCA KaK OCI0XKHEHHE I10-
cJIe TPAHCIJIAHTAIIMK KOCTHOTO MO3Ia UM KaK II00OYHbIHA
s¢deKr mpu JedeHnr TUKIOMHANHOM, MUTOMUIIHHOM C,
uHTep(EPOHOM-A, MEHTOCTATUHOM, IeMIIUTAOMHOM, Ta-
KpOJIUMYCOM mu rukrocoputoM. TTIT — sto Hanbosee
SIPKHH IIpUMep IOBBIIIEHHOI'O Pa3pylIeHNus TPOMOOIUTOB
BCJIEZICTBHE UX aKTUBAIIVH, arperauy 1 TpoMb0oo0pa3oBa-
HUS C Pa3BUTHEM OPraHHOM HEJOCTAaTOYHOCTU. B ocHOBe
IaToreHe3a JIEKUT CHIDKEHNE aKTUBHOCTHU IIPOTea3bl, OT-
BETCTBEHHOH 3a Omozerpazanuio dakropa Bumrebpanga
(zedurur ADAMTSI13), 06yCI0BI€HHOE My TaIeN KO-
pytromero ee reHa ADAMTS13; 3T0 IpUBOAUT K TOMY, 4TO
B KPOBH IIOCTOSIHHO I[UPKY/IUPYIOT CBEPXKPYIIHbIE MY/IBTH-
Meps! pakropa Buiiebpanza.

FeMONNTUKO-ypPEMUYECKUIN CUHAPOM

I'YC Haubo/iee 4acTO pa3BUBAETCS Y JeTel ¢ Auapeen,
o6ycaoBaenHo# Escherichia coli wiv po/CTBEeHHbIMH €it Gak-
TepusiMu. 3a60/1eBaHNe HAYUHAETCSI C PA3BUTHSI IOYEIHOH
HeZ0CTaTOYHOCTH; TPOMOOIIUTOIICHHS U aHEMHS BBIpayKke-
HBI He TaK 3HAYUTE/IbHO, Kak 1ipu TTII, kpome TOTO, OTCYT-
CTBYET HEBPOJIOTUIECKAA CUMIITOMATHKA. 3a UCKIIOYEeHHEM
PeAKHX caydaes Tsokes1oro TedeHusa I'YC y HOBOPOXK/I€HHBIX,
poBegeHus wiazMadepesa win Tpancysun C3I1 He Tpe-
Oyetcst. B 60BIIMHCTBE CIyIaeB 32601€BaHIE PETPECCHPY-
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€T CAMOCTOATENIHbHO Ha (POHE reMO/NaTN3HON O/ 1E€PIKKH,
YPOBEHb CMEPTHOCTH COCTaBJsieT MeHee 5 %. Hanporus,
y B3poc.ibIx ipu uHpuuuposannu E. Coli MoXXeT pa3BUBATh-
cs1 cuHzApoM, coveraromuii B cebe yeptel ['YC u TTII ¢ He-
CKOJIPKO MeHee BbIPa)KEHHbBIM IIOPayKEeHNEM II049€eK. YPOBEHb
CMEPTHOCTH CPE€/IH /leTel CTapIIero BO3pacTa U B3POC/IbIX
6oJtee CyIeCTBEHHBIN, IOATOMY JI€9€HHE JO/DKHO BKIFOIATH
¥ FeMO/IA/IN3, U I1J1Ia3MOOOMEH.

HELLP-cuHppoM

TpOMOOIUTONIEHNsT YaCTO OC/JIOXKHsIET TedeHue Oe-
peMenHocTH. Bo Bpemsi bepemenHoCTH Y 6-7 % JKEHIIUH
Hab/I0aeTcss yMepeHHass TpoMmboruTonenus (ypoBeHb
TpoMGonuToB ot 70000 z0 150 000/MKI) — OHA SIBASETCS
CJIe/ICTBHEM TeX JXe (PU3UOJOIHMYeCKUX U3MEHEHHH, 4To
JIeXKaT B OCHOBE PAa3BUTHs AWTIOIMOHHON aHeMuu Gepe-
MeHHbIX. Y 1-2 % GepeMeHHbIX TPOMOOIUTOIIEHHSI COIeTa-
eTcsl ¢ runepTeHsueii, a y 50 % skeHIIUH ¢ IpesKIaMIIcuei
1 K MOMEHTY po/oB passuBaercs /[[BC-mogo6Hoe cocrosiHne
¢ TspKesI0H TpoMGoruTonennel (ypoBeHb TPOMOGOLUTOB
20 000-40 000/MK1). DTO COCTOSIHHE IOJYIUIO HA3BAHUE
HELLP-cungapom: remosm3 spurporuros (H — Hemolysis)
codeTaeTcs C IIOBBIIIEHHEM YPOBHS IIe4€HOYHBIX (pepMeH-
toB (EL — Elevated Liver enzymes) u TpoMGonuTONeHIER
(LP — Low Platelets). C Touku 3peHus1 TaTOPU3NOIOTHH
HELLP-cungpom odenpb noxox Ha TTII. /lna ycnemnoro
JIe9eHnsT HeOOX0AMMO KOHTPOIUPOBATh APTEPUAIbHOE JaB-
JIeHH€ TAIMEeHTKH; BbI3/0POBIeHNEe OOBIYHO IPOUCXOAUT
CaMOIIPOU3BOJILHO ITOCJIE 3aBepIeHus pofoB. OfHAKO Y He-
KOTOPBIX NAI[UEHTOK ITOC/Ie POAOB MOKET Pa3BUBAThCA Pa3-
BepHyTbI cumnTomokoMmiuiekc TTII-I'YC. ITociepozoBas
TTII — 31O TSDKENIOE yrpoXKarolee SKH3HK 3a00jeBaHue
C IZIOXUM IIPOTHO30M.

YacTo TPOMOOIUTOIEHHSI PA3BUBAETCS [IPU Ay TOUM-
MYHHOH HaToJ0THU. TSKeCTh ee IpU 3TOM 3HAYUTE/IBHO
BapbHUpYyeT. B HEKOTOPBIX CIy4asx ypOBEHb TPOMOOLIUTOB
cHmkaercs g0 1000-2000/MKJI, B PYTUX — HE OIMYCKAETCA
Hwke 20 000/MKJ ual BOOOIe MOXKeT ObITh MOYTH HOP-
MaJIbHBIM. /[MarHo3 UMMYHHOH eCTPYKI[MHA TPOMOOIUTOB
BBICTaBJIAETCS HA OCHOBAHUH K/IMHUYECKUX IPU3HAKOB, YBe-
JIMYEHNsT KOJMIeCTBA PeTUKY/IIPHBIX (cozgepxamux PHK)
TPOMOOIIUTOB B KPOBH U YBeJIUIEHHsI KOJINIECTBA U ILJIO-
HUAHOCTU MEeTraKapHOLUTOB B KOCTHOM MO3re. YBeJIudeHue
o61relf MacChl METAKAPHOIIUTOB B KOCTHOM MO3Te B OTCYT-
CTBHHM IIPOYUX IIPUIHUH CUUTAETCS IPU3HAKOM KOMIIEHCALIUU
HHU3KOT'O CPOKA JKU3HU TPOMOOUUTOB B nepudepuiecKoi
KpOBH.

JlekapcTBeHHas ayTOMMMYyHHas
TpoMbouuTOoNneHnYecKas nypnypa

Hekoropsle eKapCTBeHHbIE IPENapaTsl CIIOCOOHBI BbI-
3bIBAaTh Pa3BUTHE UMMYHHOH TpoMOonuToneHuu. /Jaxe npu
IIepBOM BBE/IEHUHU JIeKaDCTBEHHOT'O IIpemnapaTa y>xe depes
HECKOJIBKO 9aCOB MOXKET Pa3BUBATbCA TsDKeJIass TPoMOO-
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IUTOIIEHN M3-3a HAJMNUINA y ITIAITUEHTA TOTOBBIX AaHTUTEL.
Takoe pa3Butue COOBITHI ¢ pazHoit vacTotoit (0-13 %) Ha-
6/1r07aeTCst pu puMeHeHnu nHrn6uTopos IIb/I11a peren-
TOpoB. CTUMY/HPOBATh 0OOPA30BAHNE AHTUTE] CITOCOOHDI
1 HEKOTOPBIE [pyTUe MPEenaparThl: METHIOIA, CY/Ib(paHnIa-
MH/bI, OZHAKO OHU HE ABJIAIOTCA O6][I/IFaTHIJIMI/I raliITeHaMu.

lenapuH-uHAYLMpOBaHHaA TpoMboLuUTOoNeHUs

YV GOJBIIMHCTBA IAIMEHTOB, MOJAYYAOIINX Hedpak-
LIMOHUPOBAHHBIN TelapuH, B TeYeHHe IIepBOro Ke JAHSI
IocJie Havyajla ero BBe/eHUS IPOUCXOAUT YMEPEHHOe CHU-
JKeHre ypoBHs TpoMboiuToB — passuBaercs [UT I Tuma
(neummynnasi IT'UT). Ee pasBuTHe BBI3BAHO yMEpPEHHbIM
YMeHbIIIeHHeM /I/INTeIbHOCTH KU3HU TPOMOOIUTOB BCIe/-
CTBHE IIACCHBHOT'O CBA3BIBAHUSA C He(PPAKIIMOHIPOBAHHBIM
remaprHOM. Bce HapymleHUs NpexoAsAlid U KJIMHUYECKU
He 3HauuMbL. Bropas ¢opma I'IT — I'IT II Tuna uau uM-
MyHHO-onocpezoBantass [T — 3acayxuBaeT GO./IbIIETO
BHHUMAaHUA. Y IMAIlMeHTOB, IOAyYaloIUX [IpelapaT IPyIIIbl
rermapuHoB Oosiee 5 fHel, MOIyT 0Opa30OBBIBATHCS AHTH-
Tesa K KOMILIEKCY TellapuH-TpoMOonuTapHsii ¢pakTop 4,
KOTOpBI€ CIIOCOGHBI CBA3BIBATHCS € Fe-perenTopamMu TpoM-
GOIMTOB 1 3aIyCKATh AKTUBAI[UIO U aTPETAI[UI0 TPOMOOIH-
TOB. AKTHBALXs TPOMOOIIUTOB BE/ET K HOBOMY BBICBOOOX-
A€HHI0 KOMILJIEKCA TellapuH-TpoMbonuTapHoro dakropa 4
U K 00pa30BAHUIO MUKPOYACTHUL] TPOMOOLUTOB, KOTOPbIE
006./12/]a10T [IPOKOATY/ISIHTHBIM AeficTBueM. Komiutekc re-
[IApUH-TPOMOOIUTAPHBIH (akTOp 4 CBsA3BIBAETCS C DH-
AOTe/NAIbHBIMA KIETKAMU U CTUMY/IAPYeT 00pa3oBaHue
TpoMbOuHa. In vivo BCce TO MPUBOAUT K IIOBBIIIEHHOMY
morpe6/IeHII0 TPOMOOLUTOB C Pa3BUTHEM TPOMOOIIUTO-
[IeHNU U K BEHO3HBIM /UM apTEPHATbHBIM TPOMGO3aM.
Bepoarnocts passurua I'MT II Tuna BapbHUpyeT B 3aBUCH-
MOCTH OT THIIA U [I03bI IIpeMapaTa IPyIIIbl [ellApUHOB, a TaK-
’Ke OT IPO/O/DKUTE/IPHOCTHU TellapUHOTePAuy. Y NalueH-
ToB ¢ 'MIT Ha poHe pozO/IKArOIMEHCS rellapHHOTePaIIuu
3HAYNTE/IBHO [TOBBIIIAETCSI PUCK TPOMO030B (a6COMOTHBIH
puck 30-75 %).

IIpu BBeseHHMH HePAKIMOHHPOBAHHOIO TIellapHHA
Ha NPOTSKeHHUU OoJjiee IATH AHEeH y MAIlMeHTOB CAeAyeT
PYTHHHO KOHTPOJHAPOBAaTh YPOBEHb TPOMOOLUTOB. /1
puargoctuku I'MIT II tuma mcmosbsyerca mkaza «4T».
CHmKeHMe KO/In4ecTBa TpoMbonuTos Gosee yeM Ha 50 %
OT UCXOZHOTO YPOBHS BHE 3aBUCHMOCTH OT a0COJIOTHBIX
3HAYEHUN MOXKET CBH/ETEe/IbCTBOBATD O MOSIBJICHUH aHTHU-
tes [UT Il Tuma v AUKTYET HEOGXOAUMOCTD OTMEHBI JTF000-
o Ipenapara rpymibl FelapUHOB U 3aMeHbI €r0 Ha IPSIMOM
HHrUOUTOP TPOMOHMHA MM MHIHOUTOP €ero 06pa3oBaHus,
Hanpumep, ¢pongamapunykc Hatpus. Ocrpas popma TUT
IT Tunma MokeT pa3sBHUBATHCA IIPH IIOBTOPHOM BBEJAECHUU
JI000TO Ipenapara Pyl rellapuHoB B TeueHue 20 gHei
IIocJle ero oTMeHbl. Ilpy Ha/M4Yuy y narnueHTa aHTUTe I I0-
BTOpHOE BBe/leHHte JII000r0 Iperapara IPYIIIbl relapuHOB
MO>KeT BBI3BIBATh OCTPYIO PEAKIUIO C Pa3BUTHEM TSDKEI0T0
AVCIIHO3, IOTPSICAIOIIEro 03H062, 0GUIBHOTO TOTOOTAEAE-

HUs, TUNIEPTEH3UU U Taxukapauu. IIpogo/okenune BBegeHUs
JMI000T0 mpernapara TPYIIbI FellapUHOB TAKUM HAIleHTaM
COTPSDKEHO C BBICOKHUM PHCKOM (haTaIbHBIX TPOMOOIMOO-
JIMYECKUX OCIOKHEHUH,

MMMyHHas (ugmonaTuyeckas)
TpoM6ouuMTONEHNYECKan nypnypa

TpoMmOonuTONEHHS, He CBI3aHHAA C IPHEMOM KaKHUX-
100 JIeKapCTBEHHBIX IIPeNapaToB, HHPEKIUAMYI HIT ay-
TOMMMYHHBIME 3a00/JeBaHUAMU OOBIYHO Kaaccudunu-
pyeTrcsi Kak HAUONATHYECKas TPOMOOIMTOIEHHUYeCKas
(ayroummynHast) mypuypa (MTII). [uarHo3 BbICTaBIISIET-
Cs1 ITyTeM UCK/IIOYCHUS BCeX BO3MOXKHBIX IIPHYHH AeCTPYK-
I[UM TPOMOOIIUTOB HEMMMYHHON X UMMYHHOH THOJIOTHH.
3aboJ/ieBaHKe Y B3POCIBIX PA3BUBAETCSI OCTPO, B OOIBIINH-
CTBe CJy4aeB IIPOUCXOAUT IIepeX0/ B XpPOHUIECKyI0 popmy
WTII, npu KOTOPOH A1 OA/LepKaHus Oojiee NIl MeHee
HOPMAaJIbHOT'O YPOBHSI TPOMOOIIUTOB Ha (POHE CHIDKEHHS
AJATEeIbHOCTH UX )KU3HH IIPOUCXOAUT IIOBBIIIEHHE CKOPO-
CTH NPOAYKIIMY HOBBIX TPOMOOIIUTOB KOCTHBIM MO3TOM.
Yrposa KpoBOTe4eHHH BO3HMKAET JIUIIb IPU OYeHb BBI-
POKEHHOM CHIDKEHUH YPOBHSI TPOMOOIUTOB. JTO OTpa-
)KaeT IIOBBIIIeHHe CKOPOCTH IIPOU3BOACTBA TPOMOOIIUTOB
KOCTHBIM MO3T'OM U UX 00Jiee BBICOKYIO (DYHKITMOHAIBHYIO
aKTHBHOCTb, KOTOPBbIe KOMIICHCUPYIOT CHIDKEHHUE /I/TUTE/Ib-
HOCTH HX JKU3HH BCJIEACTBHE YCKOPEHHOH /eCTPYKIUU.
¥ nanuenTos ¢ xpoundeckoit UTII ypoBeHb TPOMOOIUTOB
06b1980 cocrasiager ot 20 000 zo 100 000/mk.1. B Haubo-
Jlee TSDKEJIBIX CAyYasix AJIUTeIbHOCTD )KU3HI TPOMOOIUTOB
MOJKeT YMEHBIIAThCS /0 HECKOIBKUX AHEH U Za’Ke 9acoB;
AECTPYKI[US UX IPOUCXOAUT [IABHBIM 00Pa30M B Ce/Ie3eH-
Ke. CPOK )KHU3HU IIepeTHUBAEMbIX JOHOPCKUX TPOMOOIIUTOB
TAKKe COKPAIaeTCs.

TpombouumTonaTum

ITpuo6pereHnsle HapyIeHNsT QYHKIUH TPOMOOIUTOB
pasBHBalOTCA Ha (OHE reMONOITUIECKOH ITATONIOTUH, CH-
CTEeMHBIX 3a00/IeBaHHI U B pe3y/IbTaTe IpHeMa psja JeKap-
CTBEHHBIX IpenapaTos [15, 16]. 3a9acTyio 3TH HApyIIEHHs
HACTOJIbKO XapaKTepPHbI, 4TO /sl IOCTAHOBKYU JIMArHO32 Z10-
CTATOYHO JIMIIb HAaJIMYHS OIpe/e/1eHHbIX KINHUIEeCKUX yC-
JIOBUH WU CBEZIeHUH O IIpueMe TeX UM UHbIX JeKapCTBeH-
HBIX [IpEIIaparoB.

Y manueHToB ¢ MUeJIOIpoaudepaTUBHON MaTOIOIHeH
(C UICTUHHOM TOJUITUTEMHUEH, MUEJTONUAHON MeTaIllIa3uel,
H/IIOTIATHIECKUM MUes10(prOpo30M, 9CCEHIINAIBHON TPOM-
GoruTeMueH, XpOHIECKIM MHIEION/AHBIM JTEHKO30M) 9aCTO
PAa3BUBAIOTCS HApyIIeHUs! QYHKI[UH TPOMOOIUTOB. Y HEKO-
TOPBIX U3 HUX 3HAYUTE/IHHO [OBBIIIEH YPOBEHb TPOMOOIIH-
TOB U IMeeTCs CKJOHHOCTD K IIOBBIIIEHHOH KPOBOTOYHBO-
CTH ¥ K Pa3BUTHIO apTEPUAIbHBIX H BEHO3HBIX TPOMOO30B,
UM U TO, U Apyroe. Y NallieHTOB C HICTUHHOH IOJUIUTE-
Muell yBesndeHre oobeMa UPKYAUPYIOIENH KPOBH U TI0-
BBbIIIEHNE €€ BA3KOCTHU CO3/A0T JOIOJIHUTE/IbHbIE YCI0BHUS
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PEKOMEHALINM

AJIs1 pa3BUTHS TPOMO030B. JIaGopaTOpHbIe MPOsIBIEHHS MO-
I'yT 3HAYUTENBHO BapbupoBarh. Hanboiee cyinecTBeHHbIe
U3 HUX 3aKJ/II0YAI0TCA B HAPYIICHUH a/|peHATUH-UHAYIIAPO-
BAHHOH arperanyuu TpOMOOIIUTOB.

HexoTopsble JekapCTBeHHbIE IIperaparhl TAKXKe OKa-
3BIBAIOT HEraTUBHOE BJIUSAHNUE Ha (QYHKIIUIO TPOMOOIUTOB.
XopoI11o u3BECTHO O AE€UCTBUU HA TPOMOOIIMTHI AI[EeTHI-
CaJINIIUIOBON KUCIOTHL U HECTEPOHUAHBIX IIPOTUBOBOCIIA-
muteasHbix cpegcts (HIIBC). C TOYKY 3peHusT KANHUKA
BCE ITU NPeNaparsl SIB/ASIOTCS CIa0bIMU HHIHOUTOPAMHE
GyHKIIH TPOMGOITUTOB U CaMH 110 ceGe 0GBIYHO He BBI3bI-
BAaIOT TsDKEJIbIX KpoBoTedeHnd. OHaKo Ha hoHe AeCTBUS
APYTUX OTArYa0muX GakTopoB (IPUMEeHeHHe aHTHKOAry-
JHTOB, HapymeHue geareapHocTu JKKT, xupyprudeckue
BMEIIATE/NIbCTBA) OHH BCE-TAKU CIIOCOGHBI IPUBOJUTH
K Pa3BUTHIO KpoBOTeYeHHH. HekoTopsle numiesslie Ipo-
AYKTHI 1 IATIEBbIe 106aBKU (aCKOPOUHOBAS KHCIOTA, A/Ib-
da-Torodepoa arerar, omera-3 KUpPHbIe KACIOTHI, TPUO
KATAaHCKOTO YepHOTO JepeBa) TaKKe MOLYT OKa3bIBaTbh
00paTuMoe MHTUOHPYIOI[ee BAUSHUE HA TPOMOOIIUTHI.
A/re3uio, aKTUBAIMIO U aTPEraruio TPOMOOIUTOB yrHe-
TAIOT TAKKEe MEeHUIU/LIUHBI (KapOeHUIM/INH, TeHUIIA/I-
JIVH, TUKAPUIM/UINH, aMIUIWLINH, HAQIU/LIHH) U Apyrue
6eTa-r1akTamMuble aHTHOHOTHKY (TledoTakcm). s pas-
BUTHUSI KDOBOTEYEHHUH Ha (DOHE BBE/EHUsI AHTHOHOTHUKOB
Tpebyercs HaUdIKe JOIOJHUTEIBHBIX OTATYAIONINX (ak-
TOPOB, TaK KaK IIPY Ha3HAYCHUU UX OTHOCHUTEIBHO 3/0PO-
BBIM IIAI[HEHTAM KPOBOTEUEHHH 0OBIYHO He HAOII04aeTCsI.
I'mApoKCcHITHIKpaXMaabl B MEHbIIEH CTEIeHH BJUSIOT
HA arperanuio TPOMOOIUTOB, AaHHBINA 3 deKT 3aBUCUT
OT MOJIEKY/IIPHOTO Beca KpaXMaJOB — HaUMeHbIIee BJIH-
sHHe Ha QYHKIIUIO TPOMOOIIUTOB OKa3bIBAIOT HU3KOMOJIE-
Kyasipusie (130/0,4) ruApOKCUITHIKPAXMAJIBL.

Anrrudochommmuzpnenii cuaapom (APC) — cum-
ITOMOKOMILIEKC, BK/IIOYAIOIINN pelUANBUPYIONITe TPOM-
603bI (apTepuasbHBIH U/WIM BEHO3HBIH), AKYIIEPCKYIO
[ATOIOTHIO (Yalle CHHAPOM IOTEPH III10/a) M CBSI3aHHbIH
¢ cuaTe3oM aHTHGOChomMIHAHbIX anTUTEea (ADJI): aHTH-
KapanomnuHOBbIX antutes1 (aKJI) u/uam BOIIaHOYHOTO
anTuxoary/siuta (BA), u/win aHTUTE K Q2-IINKOIIPOTENHY
I[17,18]. AOC mosxeT GBITH IEPBUIHBIM 1 BTOPHIHBIM, 5IB-
JISIETCST MOZE/IBI0 Ay TOUMMYHHOT'O TPOM0O03a ¥ OTHOCHTCS
K TpoMGodunsim.

Karactpodudeckuil anTA(DOCHOMAITUAHBIA CHHAPOM
(KA®C) xapakTepusyeTcsi BOBJI€YEHHEM B MATOJIOTH-
YeCKUH NpoIecc MHOTUX OPTaHOB 32 KOPOTKUU IEPUO/
BpeMeHHU. 'mcTo/oruyeckas KapTHHA IIPOABJIAETCS Ha-
JIMYUEM OKKJIO3HH MEJKHX COCYZOB, a JabOpaTopHBIMU
MapKepaMu B KPOBH SIBJSIOTCS aHTH(OCHOIUIN/IHBIE
aaturena (A®J). C TOYKH 3peHUs MATO(PU3NOJIOTHH,
KA®C — tpoMmboTHiIecKass MUKPOAHIMONATHS, XapaKTe-
pusyromascs AuddysHoi TpoMOOTHIECKOH MUKPOBACKY-
jonarueit. HecmoTps Ha To 4T0 yactora KA®C cocrasiser
1 % u3 Bcex cayuaeB ADC, OH 0GBIYHO MPEACTABASIET CO-
6011 JKU3He-yrpokaromiee cocrosiuue, B 30-50 % ciaydaes
CO CMepPTENbHBIM UCX0/0M [19].
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Haub6o.1ee yacTsIMI HACTEACTBEHHBIMU HAPYIIEHUSIMU
reMoCTa3a, C KOTOPBIMH MOXKHO CTOJIKHYTBbCS B IIepHOIIepa-
LIMOHHOM Hleproze, siBsroTcs [20]:

s remoduiuig A,

s remodumius B,

m  Gosne3np Buirebpanza.

B IlpuioxeHuu 3 OHJIAWH-BEPCUH CTAaTbU IIpe/CTaB-
JICHBI ZIaHHBIE O YaCTOTE BCTPEYaeMOCTH HaC/Ie/ICTBEHHBIX
KOAr'y/I0TaTHH.

Femodunua A

TsorecTh Tedenust remodrinm A [21] TecHpIM 0Gpazom
KOppe/IIpyeT ¢ ypoBHeM akTHBHOCTH ¢akropa VIIIL. IIpu
TSDKE/JIOM Te4eHUH aKTUBHOCTD (axropa VIII cocraBisger
meHee 1 % ot HOpManbHOTO AuamaszoHa (<0,01 E//mn),
AVMArHO3 0OBIYHO YCTAHABIUBAETCS B PAHHEM /IeTCTBE U3-32
JaCTBIX CTIOHTAHHBIX KPOBOU3/IUSIHUHI B CYCTaBbl, MBIIIIIbI
1 XKM3HEHHO BaXKHbIE OpraHbl. TakuM manuentam tpebyer-
€A IOCTOAHHASA 3aMeCTUTe/IbHAA Tepanus npernaparamu VIII
(dakropa, u ke Ha (POHe TAKOH Tepaluy COXpaHAETCS Be-
POATHOCTD Pa3sBUTHA IPOrpecCHpyomel feopMUpPYIOLIeH
aprponarud. I1pu yposae ¢axropa VIII 1-5 % oT HOpMa/Ib-
HOTO 3a00/IeBaHIe MPOTEKAeT O0Iee MITKO. TaKkue marueH-
TbI IIO/IBEP>KEeHbI MTOBBIINEHHOMY PUCKY I'eMOPParudecKux
OCJIO’KHEHHUH BO BpeMs OIIepAaTUBHBIX BMEIIATeNbCTB, O/-
HAKO CIIOHTaHHbIE KPOBOTEUEHUS Y HUX CAYYaIOTCS pexe.
V manueHTOB ¢ ypoBHEM akTHBHOCTH (axropa VIII Gosree
5 % 3abo/ieBaHMe NPOTEKAEeT B MSTKOH Gopme U MOKeT
ObITh He JUATHOCTUPOBAHO B IeTCKOM Bo3pacre. TeM He Me-
Hee BBIIIOJIHeHHe OOIBIINX XUPYPTUIECKUX BMEIIATe IbCTB
COIIPOBOJK/AAETCS Y HUX BBICOKMM PHCKOM Pa3BUTHS Mac-
CUBHBIX KpOBOTe4eHUU. JKeHITUHBI-HOCUTEIbHHUIIBI T'eHa
reMou/IHU A TaKXKe MOT'YT OBITH ITOABEPXKEHDI PUCKY XU-
PYPrU4eCKUX reMOpParu4ecKuX OCA0KHEHUH. Y IallieHToB
¢ TsDKeIoU reModunel A 3HaUHTe/IbHO yBeamdeHo AYTB,
B TO BpeM: Kak B Oo/iee jserkux craydasx AYTB ysernuusa-
€TCs JIUIID Ha HeCKOJIbKO CeKyH/. BBUAY TOTO, 4TO BHEITHUN
ITyTh KOAry/AALUHU He CTPpajaeT, nokasareab IITB y manuen-
TOB C reMo(pu/IMel He H3MEHACTC .

lfemodunusa B

Kinnudeckue mposiBieHns: 3a060/1€BaHusI Y OOIbHBIX
remodunei B [22] cxogHbI ¢ KINHIYECKUMU NIPOSIBJIEHH-
amu remounu A. CHibkenne yposHs dakropa IX Hike
1 % cBA3aHO C pa3sBUTHUEM MAaCCHUBHBIX KPOBOTEYEHUH,
y IanueHToB ¢ ypoBHeM daxropa IX ot 1 z0 5 % 3a6o.e-
BaHIHe IIpoTeKaeT 6osee Msirko. IIpu yposue daxropa IX
ot 5 10 40 % 3a6oieBaHKe IPOTEKAET B OYE€HDb MATKOH Pop-
Me. IIpu yposue akrusHoctu axropa IX Gonee 5 % 3a-
60/IeBaHUE MOXET He AHarHOCTUPOBATHCS BILIOTH A0 IIPO-
Be/|eHHUsI KAKOT'0-1100 ONepaTHBHOTO BMENIATe IbCTBA U060
sKCTpakiuu 3y6a. /st remobuanu B, Takke, Kak U /s Te-
Modumnu A, xapakrepHs! yAuHeHre AYTB u HopmaabHOE
3navenue ITTB.



I'Iepmonepau,MOHHoe BeJeHne NaumMeHToB C HapyLleHUAMU CUCTeMbI reMocCTa3a....

MHrmbutopHbie popMbl reModpuamnm

¥V manueHToB ¢ reMouIneil A BBICOK PUCK IIOSB/ICHUSA
uHru6uTOopoB (akropa VIII, B c1ydasax TsoKeI0H reMOQHIAT
oH cocrasisger 30-40 % [21, 22]. IIpu remodwminu B puck
HOsIB/IeHNsT HHTUOUTOPOB (hakTopa IX MeHblIIe 1 COCTAB/IsIET
3-5 %. [t 06HAPY)KeHHUsI HHTUOUTOPa HEOOXOAMMO IIPOBe-
CTH HCCIel0OBaHUe, Ha3bIBa€MOe TeCTOM CMeNIMBaHus. /1
€r0 BBIIOJIHEHHS II71a3Ma IMAIlMeHTa CMeIIUBaeTcsl ¢ HOp-
MaJIbHOM IIJIa3MOI B COOTHOIIEHUH 1:1, 3aTeM OLIeHUBAETCH,
HM3MEHHUIOCH JIM ITOCJIe CMemuBaHuA yammHenHoe A1TB ma-
ruenTa. [Ipu kaccudeckoli reModuuu A 6e3 HHT'HOUTOPOB
dakropa VIII yamuernoe AYTB ymeHbInTCS Ha 4 CEKYH/bI
nau MeHblre. [Tpy HaIMYUY ke y MalieHTa HHTHOUTOPOB
¢daxropa VIII AYTB He usmenurcsa. CxogHas CUTYAIU MO-
JKET Pa3BUTHCS 1 Y AIIMEHTOB 6e3 IPe/CYIeCTBYIONIEH MaTo-
soruu reMocraza. OHa HOCHUT HA3BaHKE PHUOOPETEHHOU re-
Mo¢wmmn. IIprobpereHnast reMOQU/INS — IATOIOTUIECKOe
COCTOSTHHE, XapaKTepHU3YIoleecsi OCTPbIM pa3BUTHEM reMop-
parudecKoro CHHAPOMa, 06YC/IOBIEHHOIO BEIPAGOTKOI ayTo-
arTuTes (MHrHOUTOpA), Yarne K Gpakropy VIII cBepThIBaHuS,
U TIPOSIB/ISAIONIeecs TsDKeAbIMH KPOBOTEIeHUSMH, CIIOHTaH-
HBIMH U IIOCTTPaBMATUIECKUMH, JACTO YIPOXKAIOMIMMHU SKU3-
HH, Y /UL 6e3 reMOPParnIecKux IpOsIBIeHUH B aHAMHE3E.
ITpuobperenHas reMOQUINS A OTHOCUTCS K PEAKOMY BUAY
3200/I€BAHMH, C YACTOTOM AUArHOCTUKH OT 0,2 10 1,0 Ha MuI-
JIMOH HaCeJIeHHUs B IO/,

BonesHb Bunnebpanaa

Boaesup Bunebpanza [23] HacmeAyeTcst Mo ayTOCOM-
HO-ZJOMUHAaHTHOMY WJIM ayTOCOMHO-DELleCCUBHOMY THIIY;
IIpeAII0N0KUTEbHO PACIPOCTPAaHEHHOCTDb €e COCTaBJsAeT
oT 1 g0 3 Ha 100 TbIC. yesoBek. OAHAKO, pacCIPOCTPAHEH-
HOCTb TsDKeJOH (opMbl 0O0JEe3HH, COIPOBOXKAAIOMEHCS
Pa3BUTHEM YIPOKAIOIIUX )KU3HU KPOBOTEYEHNU, COCTABJIA-
eT B 3aIlaHBIX CTPaHax 5 caydaeB Ha 1 MiH desoBek. Kak
U BCe Ipouue 3a00/I€BaHMUs, CBS3aHHbIE C (PYHKIIMOHAIb-
HbIMH Zedekramu TpoMGounuTos, 60s1e3Hp BuineGpansa
(BB) mposBJIsLeTCS KPOBOTEYEHUAMU U3 KOXKU U CIM3UCTBIX
060/109€K, 0COOEHHO YaCTO — HOCOBBIMU KPOBOTEUEHHUSIMH,
CK/JIOHHOCTBIO K 0OPA30BaHUIO CHUHIKOB, MEHOPPATUIMH,
SKeJTyZI0YHO-KUIIeYHbIMU U JeCHEeBBIMU KPOBOTEIEHUAMH.
BBugy Toro, uro ¢gaxrop Buirebpanga CIyXHUT TpaHC-
IOPTHBIM IIpoTenHOM A1 ¢dakropa VIII u yBesuduBaeT
IIePHUOZ €T0 MOIyBbIBEAEHUS, Y HEKOTOPBIX IIalleHTOB ¢ BB
Habrozaercs ere u yaauaenne AYTB. CKpUHUHTOBBIE J1a-
GopaTopHbIe UCC/Ie0BAHNUS /ST BbIsiBAeHUsT BB BK/IFOUArOT
oInpe/eseHHe BpEMEHU CBEPTBIBAHUSA KPOBH, KOJIMIECTBa
tpombonuTos, IITB u AYTB. /It HOATBEPK/AEHNS AUATHO-
3a BB Tpe6yIoTCs 0O IHUTE IbHbIE HCCAIe0BAHUS: OIIpe/ie-
JIeHHe YPOBHA U akTuBHOCTU DB.

Beigensaror Tpu THHa ©Oose3HH BureOpanza.
1-i  Tun — Haubosee PACHPOCTPAHEHHBIH BapUAHT
BB, Ha ero goaro mpuxozutcs oxoso 80 % Bcex cayda-
eB BB. B ocHoBe sexutr kosmdecTBeHHbIN gedunur OB.

K/uHIYeCcKH TsDKeCTh 3a001eBaHIUsI 3HAYUTEIBHO BAPbUPYET
U KOppeJUpPYeT CO CTEIeHbI0 CHIDKeHNUs ypoBHA OB u dak-
topa VIII B m1a3Me manuenTa. Y nanieHTOB € IOBTOPHBIMHA
BbIPQ)KEHHBIMU KPOBOTEYEHUAMHU B aHAMHE3€ KOJHIeCTBO
1 akTUBHOCTb @B cHIKeHBI 70 15-25 % OT HOPMaJIbHBIX
3HadeHnH. IIpu pa3BUTHU KPOBOTEUYEHHH UM TpebyeTcs
HEOTI0KHAsA arpeCCUBHAs TePallus, a Ilepe/ IPOBeeHUEM
Aayke HeOOJIBIINX OLIePATUBHBIX BMEIIATeIbCTB — Ipodu-
JIAKTHKA. bepeMeHHOCTh, IpueM 3CTPOTreHOB U BOCIIaIeHHe
IIPUBO/AT K IOBBIIIEHNI0 ypoBHA @B 1 MOI'yT MacCKHUpOBaTh
Ha/n4ue y nanuenTa 6B 1-ro tuma.

BB 2-ro Tuma xapakTepusyeTcsl KaueCTBeHHOH He/O0-
craTounocThio OB B m1azMe. TO MOXKET OBITH CeACTBUEM
yYMEeHbIIEHHUA KOJIMYeCTBa Haubo/iee KPYIHBIX II0JIUMEPOB
®B (BB 2A u 2B Tuma) uin pasHOOOPA3HBIX N3MEHEHUH
AHTUT'eHHOU CTPYKTYpbl B 1 mporeccoB CBA3BIBAHUS €r0
¢ ¢paxropom VIII (BB 2M u 2N rtumna). BB 3-ro Tuma xapak-
TepHU3yeTCs IPAKTUIEeCKU ITONHBIM OTCyTcTBHEeM OB B mup-
Ky/IUPYIOIed KpOBH U OYeHb HU3KUM YPOBHEM aKTUBHOCTHU
kak OB, Tak u ¢paxropa VIII (3-10 % OT HOPMaIBHBIX 3Ha-
4yeHUH). Y MAIFeHTOB Pa3BUBAIOTCSI TSDKEJIble KDOBOTEUEHNS
U3 CIU3HUCTHIX 000/I109eK, FeMapTPO3bl ¥ BHY TPUMBIIIETHBIE
remaroMs! (Kak npu remoduanu A mwiu B). Oguako, B oT-
JIM4He OT KJIaCCHYeCKUX reMOQUINH, BpeMs CBePThIBAHUA
KPOBH Yy HUX 3HAaYUTEJbHO BO3PaCTaeT.

3. NepuonepaymnoHHaa AMarHoOCTUKa
HapyLUeHUA CUCTEMBI FeMOCTa3a,
MeAULNHCKME NOoKa3aHuA

M NPOTUBOMNOKAa3aHMA K MPUMEHEeHUIo
MeTO/A0B ANarHOCTUKMN

3.1. XKanobbl n aHaMHe3

PekomeHgauusa 1. MpegonepaumoHHyO OLEHKY CUCTEMbI
remMocTasa peKoMeH/yeTcA HauMHaTb co cbopa remocTa-
3M0/10rMYECKOro aHaMHe3a: Ha/Jmume HacnefCTBEHHbIX
3a60/1€eBaHMI KPOBW, KPOBOTEYEHUI MAN Tpom6030B
B aHaMHe3e, Ha/Mume TAXenoro 3aboseBaHUA NeyeHu
WM KOCTHOMO MO3ra, GaKT MpMeMa aHTUTPOMBOTUYECKMX
rnpenapaToB (aHTUarperaHToB Y aHTUKOArynAaHTOB) [24]
(Yan—3,Yyp—B).

KommeHnmapuii. B cnyqae, ko20a cocmosHue nayueHma no-
3B0o/15€M COBpamb aHaMHe3, He0bX0O0UMO BbISBUMb pakmopbi
pucKa pazBumus MaccusHoll kposonomepu u [JBC-cuHopoma.
3HaueHue OaHHbIX aHaMHe3a B OMHOWEHUU BbiSIB/IeHUSA Hac/1eo-
cmBeHHoli unu npuobpemeHHoli namoa02uu cCuCMeMbl 2eMo-
Cmasa C/10)KHO Nepeoy,eHUMb: NOBbIWEHHAsA KPOBOMOYUBOCMb
B CaMbIX pa3HO06pa3HbIX NPOSABAEHUSAX (ABHOE KpOBOMEYEHUE,
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2eMamoMbl, 2eMOppazu4ecKas Cbinb) y nayueHma u/unu e2o
poocmBeHHuUKoB 1-Ui u 2-i nuHuU Mo2ym 3Ha4yums 60/bWe, 4eM
onpedesieHue omoebHbIX NapaMempoB CUCMeMbl 26MOCMa3a.
Bpay aHecme3uo/102-peaHUMamonoz ysxe npu cbope aHaMHesa
06513aH BbISABUMb y NayueHma gakm u3BecmHo20 Hac1edcmsaeH-
Ho20 deghekma B cucmeme 2eMocmasa (deduyum omoenbHbIX
akmopos ceepmbiBaHUSA KpOBU, 60/1€3Hb Bunnebparoa u dp.).
Cnedyem ob6s3amebHO ycmaHOBUMb, 6b1AU U B aHAMHE3€E dNU-
300bI NOBbIWEHHOU KPOBOMOYUBOCMU, 06pa30BaHUS 2eMaImOM,
2eMoppau4ecKoli CbiNu, 0COB6EHHO BO3HUKaBUWUX 6€3 04eBUOHbIX
npu4uH (mpaema). Heo6xodumo ycmaHoBUMb akm ucnob-
30BaHUA NAYUEHMOM aHMUMpPOM6OMUYECKUX hpenapamos
(aHMuKoa2ynsHmMebl, aHmMuazpe2aHmbi) u onpedeaums cmeneHb
6e30nacHOCMU B OMHOWeEHUU 2eMOppa2Uu4eCKUX 0CAOKHEHU
B0 Bpems ntoboli uHBazusHoU npoyedypsi (onepayuu) u/uau
HelipoakcuanbHol aHecme3uu. BeiaBaeHue n06bbIx pakmopoB
pucKa pa3sumus maccusHol kposonomepu u [JBC-cundopoma
mpebyem KonneauanbHO20 onpedesieHUs MakmuKu 6e3onacHoll
onepayuu U aHecme3uo102u4ecKo20 obecneyeHus [24.

PekometrdyeMbie BONPOCHI 02151 cbopa 2eMOCMa3suono2uYe-
cKozo aHamHesa [16, 21, 25-27].

1. beinu nuy Bac ko20a-1ubo 0numenbHoe KpoBomedeHue,
npunyxsaocms A3blKa UAU BHympeHHel noBepxHocmu
WeK nocae NpUKyCbIBaHUA?

2. bbinu nuy Bac cuHsku pazmepom 6onee pybaesoli Mo-
Hemsl 6e3 04eBUOHOU NPUYUHBI UNU NoBpexOeHuA? Ecau
0a, mo KaKoli Be/IUYUHbI 6b1/1 3MOM CUHAK?

3. Kak yacmo Bam ydananu 3y6el u Kak 00120 0AUNOCH
KpoBomeyeHue? Bo3HUKaa0 U KpoBOMe4eHue Ha c/e-
oyrowuli 0eHb?

4. Kakue xupypau4eckue onepayuu Bel nepeHecau, 8 mom
yucse Masble, makue Kak buoncus koxu? He sameyanu nu
Bbi 06pa3oBaHuUs KpPOBONOOMEKOB BOKPY2 onepayuoHHOL
paHbl unu Opy2ux nospexxoeHull Koxxu?

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

6. Kakue nekapcmaa, BK/t04as acnupuH, mabaemku om 2o-
n108HOU 601U, NPOCMYObl, MEHCMPYa/IbHbIX U NPOYUX
6oseli Bbl npuHUManu 8 meyeHue nocnedHux 7-9 oreli?

7. Cmpadaem nu Kmo-HUbyOb u3z Bawux KpOBHbIX pO0-
CMBEHHUKOB OM HEeO6bIYHbIX KOXHbIX KDOBOU3NUAHUU
unu KposomedyeHull nocse xupypau4ecKux BMewa-
menbcms?

8. Ecmb nu y Bac BapuKo3Ho pacuiupeHHble BeHbl?

9. Habnrodanack nuy Bac unu Bawux KpOBHbIX pOOCMBEH-
HUKOB MPOMBO3bIl 21yOOKUX BEH UAU MPOMbB0IMbOAUSA
nezoyHoliapmepuu?

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

11. Habawodanuck nuy Bac nocmosiHHbie MEHOppazuu npu
omcymcmsuu pubpo3HbIX onyxoael uau opyaux aHo-
Manuli Mamku?

12. llpuHUManu au Bel KOHMpauyenmusb! UAU Npenapamsl,
codepiraujue 3CmMpo2eHbl UNU NPO2eCmepoH?

13. He 66110 1u y Bac HeBbIHawuBaeMocmu 6epeMeHHocmu
unu HeyoayHbix nonsimok SKO?
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3.2. JlabopaTopHble AMarHOCTUYECKUE UCC/IeA0BaHUSA

PekomeHpauma 2. Bo BpeMA onepaTMBHOro BMellaTe/lb-
CTBa PeKOMeH/yeTcA NpOoBOAUTbL J1abopaTOPHbIA Mo-
HUTOPUHI CUCTEMbI remocTasa — onpegeneHne AYTB,
MTB, ypoBHA $p1bpPUHOreHa N KONMYeCcTBa TPOMOOLMTOB
[16,20] (YA4 —5, YYP—C).

Kommenmapuii. [pu okazaHuu HeomaoxHol noMow,u npu
KpUmMu4ecKux COCMosHUsX, KOMopble CONPOBOXOaoMCS Hapy-
WeHUAMU B CUCMeMe 2eMoCcma3sa, Heob6X00UMO UCNOAb30BaMb
CKPUHUH20Bble MeCMmbl, KOMOopbIe UCNO/1b3YHOMCA BO BCeX 06./1a-
cmsax meduyuHsl (mpaBma, xupypaus) (maéa. 1). YkasaHHbie me-
CMbI N03B0/110M 6bICMPO yCMaHOBUMb COOepIKaHUEe OCHOBHbIX
cy6cmpamos 0718 popMupoBaHUS c2ycmKa KpoBu (mpomGoyumesi,
PubpuHozeH), oyeHuMsb aKmopsi BHewWHe20 (NPOMpoM6UHO-
soe s8pems, MHO) u sHympenHezo (A4TB) nymu ceepmbiBaHus
KPOBU, a MaKxe CmeneHb mayecmu aHemuu (2eM02/106uH). [pu
BCell KpUMUKe 3MuX mecmos HU 00H020 0pYy2020 UCCNed0BaHUSA
B COBPEMEHHBIX PYKOBOOCMBaX (aKywepcmBao U 2UHEK0N02US,
mpagMa, xupypaus, neduampus) npu oKazaHuu SKCmMpeHHol Medu-
YuHcKol noMowju npu MaccusHol KpoBonomepe He NPedI0IKeHo.
3mu sxe mecmei cayxam mpuazepamu 0415 yeneHanpasaeHHol
mepanuu KoOMnoHeHmMamu KpoBu. B wkanax duazHocmuku /JBC-
CUHOPOMa MaKsxe UCNOAb3yMCSA MO/bKO yKa3aHHble mecmei.
Cywecmsyem 0Ba nodxo0a K doonepayuoHHOMY aHanu3y
cocmosaHuUsA cucmemsl 2eMocmasa. OOUH U3 HUX 3aK/t04aemcs
B 1a60pamopHOM CKPUHUH2€e BCEX NaYUEHMOB, KOMOPbIM nAaa-
Hupyemcs onepamuBHoe BMewamenbCmso. PekomeHdyemcs
onpedensms AYTB, MTB (MHO, npompom6uH no KBuky), Ko-
lu4ecmso mpom6oyuUMoB U KOHUeHmpayu GubpuHoeHa.
YyscmBumeanbHOCMb 3MuUX 26MOCMA3U0102U4ECKUX MeCcmoB
B NPO2HO3UPOBaHUU MacCUBHO20 KpoBomeyeHus cpedu 4499 na-
yueHmos cocmasuna 18 %, cneyugudHocms — 90 %, NoN0KU-
menbHbIli Nnpo2Ho3 — 3 %, ompuyamebHbIl npo2Ho3 — 98 %;
m.e. Koppenayuu mMexxody pesynbmamamu npedonepayuoHHbIX
CKPUHUH20BbIX MECMOB U BO3HUKHOBEHUEM XUPYpaUu4eCcKo20
KposomeyeHus He Habadanocs [24, 25].
Moyemy CKPUHUH20BbIX MeCmoB HedoCMamoYHo 0/ Npo-
2HO3UPOBaHUS 0NepayUoHHbIX Kposomeyerutli [20]?
m /uazHo3 nayueHmam, cmpaoaroujum 2emopunuel
A unu B, BbicmaBaemcs 04eHb PaHO U Ha BCHO JKU3Hb.
CoomsemcmBaeHHO, d00nepayuoHHOE CKPUHUH20BOE
uccnedosaHue 014 MaKux nayueHmos HesggexmusHo
U He HY>KHO, MaK KaK duazHo3 3apaHee U3BeCmeH.
m bosbwuHcmMBO nocaeonepayuoHHbIX KpoBomedeHul
He CBA3aHbI C HapyWeHUAMU CUCMeMbl 2eMOCMa3sa, a 06-
YCA0BAGHbI XUPYP2UHECKUMU UNU MeXHUYEeCKUMU Npu-
YuHaMu, Komopble 3pekmuBHO ycmpaHaroMca xupyp-
auqeckumu memodamu. [IpedonepayuoHHbIli CKPUHUHE
He No3B0/15iem Npo2HO3UpPOBamMb OWUBKU onepamopa.
m Tecmsl, ucnonb3yembie 015 CKpUHUH2a, 661U pa3pabo-
maHbl 044 cmamuy4eckoll O4eHKU COCMOSAHUA CUCMeMbl
2eMocmasa. B cusy 3mozo oHu He ompasxatom npoucxo-
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Ta6amua 1. OCHOBHbIE TECTbI IKCMPECC-OLLEHKN COCTOAHUSA CUCTEMbI FeMOCTAa3a NPy OKa3aHUM HEOT/I0XHOM MOMOLYM

Table 1. Basic tests for rapid assessment of the state of the hemostatic system during emergency care

MapameTpbl

Pe¢epeHCHble 3HavyeHuA KPI/ITM‘-IGCKME U3MeHeHuA

1. Koanyectso TpombounTos

150-350 TbIC./MKA MeHee 50 TbiC./MKA

2. KoHueHTpauma ¢pubpuHoreHa 2-4r/n MeHee 2,0 r/n

3. MHO — MexpayHapoaHOe HopMasM30BaHHOE OTHOLLEHWE =1,0 YBenunyenwue 6onee 1,5

(paccumTbIBaETCA MO MPOTPOMEMHOBOMY BPEMEHH)

4. AKTBMpOBaHHOE YacTUYHOe TpoMbonnacTuHoBoe BpemMa ~A4TB 28-35c¢ Bonee yem B 1,5-2 pasa Bblle BepxHel
rPaHuLbl HOPMbI

5. FeMorno6uH, r/n 110 n 6onee AHemus:

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

OAWUX USMEHeHUU B MaKux OUHaMUYHbIX CUMYyauusx, KaK
mpasMa unu onepamusHoe BMelame/bCMmBao.
Bmopoll, 6osee payuoHanbHbIU N0OX00 3aKAYaemcs 8 no-
3ManHoOM 2eM0CMa3su0/N102U4eCKOM CKPUHUH2e: CO0p aHaMHe3a
— BblAiBIEHUE NayUueHMOoB C BbICOKUM PUCKOM KpOBOMeYeHUs
— nabopamopHoe 06csedoBaHuUe B 2pynne BbICOKO20 2eMoppa-
2UYeCcK020 puckKa.
besonacHele 2eMocmamuyecKue ycn0BUs 015 BbINOAHEHUS
Xupypauyeckoz2o sMewamenscmaa [16, 20]:
s mpomboyumsi = 50 meic./mkn (= 100 meic./mMKn 05
60bWUX BMEWAMENbCMB);
s MHO=<15;
m AYTB <45 c (omHoweHue Kk HopmanbHomy AYTB < 1,5).

3.3. UHcTpyMeHTaNbHble AMarHoCTUYeCKue
uccneoBaHuA

PekoMeHpauusa 3. Y naumeHToB Ass 6bICTPON AnarHo-
cTukm [1BC-cnHApOMa peKOMeHAYeTCA NPU TEXHUYECKOM
BO3MOXHOCTU WCMO/1b30BaTb WHTErpasbHble MeTOoZbl
OLIEHKM COCTOSIHMA CUCTEMbl reMoCTasa, OCHOBaHHbIe
Ha [MHaMUYECKOM W3MEPEHUN BA3KO3/1aCTUYECKMX
CBOWCTB KpoBU: TpoMb6oanacrorpaduio (T3I) mam po-
TauMoHHyo TpoM6oanactomeTputo (ROTEM) [28-37]
(Y44 —1,YYP —A).

Kommenmapuii. ObopydoBaHue 045 uccnedoBaHus BA3KO3I-
nacmuyeckux ceolicms kKposu (mpom6osnacmozpagus, po-
mayuoHHas mpom6osanacmomempus) Bxodum B nepeyeHs
obopydosaHus OAPUT. PacnonoxxeHue 060pydoBaHUs 0OMIKHO
66imb B HeNocpedcmBeHHol 6aU30CMu K nayueHmy, 015 UCKAI0-
YeHUs NOMepuU BpeMeHU Ha MPaHCNoOpMUpPOBKY 1abopamopHbIX
06pa3yo8 KpoBU.

Memod (T3I, ROTEM) no3soasiem noay4ums uHgopmayuro,
Heobxo0uMyto 0151 BbISIBNEHUSA 2UuNOKoa2yAayuu u ckopeliwie2o

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

Ans pomayuoHHol mpom6o3nacmomempuu WuUpOKoe pac-
npocmpareHue noay4uau mecmsi «EXTEM» (xapakmepuzyem
nepBUYHYH akmuBayUuto U OUHaMUKY 06pa30BaHus C2yCmkKa, no-
3B0/155 BbIABUMb HEOOCMamMo4YHOCMb paKMopoB CBEPMbIBAHUS
Kposu [BHewHe20 nymu]) u «FIBTEM>» (xapakmepu3syem deduyum
ubpuHozeHa unu KauecmaeHHble HapyweHus NoaAuUMepu3ayuu
pubpuna). ipyaue sapuanmsi T uau ROTEM (Hanpumep, mecm
Ha @yHKYUOHaNbHbIU ubpUHO2EeH) MO2ym cnoco6cmBoBams
onmumu3sayuu yesneHanpasneHHol 3amMecmumenbHol mepanuu
KOMnoHeHmamu Kposu (maba. 2).

PekoMmeHgaumsa 4. Mpy XMpYpruyeckmx BMeLlaTe/bCTBax,
COMPSiKEHHbIX C 60/IbLION KPOBOMOTEPEN, PEKOMEHAYeTCs
reMOCTa3V0/I0rMYECKMI MOHUTOPYHT, OCHOBaHHbIN Ha TPOM-
603nacrorpadum (T3r) [38-40] (YAL—2, YYP—A).

Kommenmapuil. T3 8 Hacmosujee BpeMA ABAAEMCA «30/10MbIM
CmaHdapmoM» UHMpaonepayuoHHO20 MOHUMOPUH2a 2eMOCMa-
3a, N03B0/1AA pe2ucmpupoBamb NPOYECC CBeEpMbIBaHUS KPOBU
Ha 0CHOBe U3MeHEeHUSA ynpy20Cmu C2yCMmKa KpoBU BO BpeMeHU,
amakiKe pempaKyuro U U3UC yxKe 06pa3oBaBuwe20Cs caycmka.
T3l no3Boasem nonyyame UHPOPMaYUI 0 COCMOAHUU MPOM-
6oyumapHo20, NN1a3MEHHO20 3BEHbEB CUCMEMbI 2eMOCMa3sa
u pubpuHonusa s yesnom. CocmosHua 2uno-, 2unep- u Hop-
MOKoa2ynsayuu, a makxe akmusayuu ¢pubpuHoau3a MOXHO
onpedenums yxe no xapakmepy Kpugou TI[ [23, 41].
AnaouppeperyuanbHoli duazHOCMUKU 2UNOKoa2yAAYUU,
06yc1081eHHOU CBOGOOHBIM 2enapUHOM, UenecoobpasHo npume-
HeHue KroBem, 06pabomaHHbIX 2enapuHasoll, Komopas aBnsemcs
apdekmuBHbIM CpedcmBoM Helimpanusayuu 2enapuHa in vitro.
WHmezpanbHbili napamemp T3 — kadvecmBso caycmka (MaK-
cumansHas amnaumyda — MA) npednazanocs ucnosb3osams
B Kayecmse KOHMPOASA 3PPekmuBHOCMU NPUMEHEHUSA KOHU.eH-
mpamos gubpuHozeHa u NpoMpoMbUHOBO20 KOMNAeKca Npu ms-
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Tabnuua 2. [lnarHocTvka u koppekuus [1BC-cuHApoMa npy MaccuBHOW KpoBonoTepe ¢ npuMeHeHnem TOT/ROTEM

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

T3l c KoannHoM ROTEM

Mpuuunna ABC-cuHgpoma

Koppekuus [IBC-cuHapoma

nFFMA=15Mm  nFIBTEM 212 YPOBHSA TPOMOOLUTOB

R > 8 MuH EXTEMCT >70c CHWKeHMe ypOBHA $paKTopoB C3M 1215 ma/kr
CBepTbIBaHMA KPOBU
R >10 muH EXTEM CT >100 ¢ CunbHoe CHKeHWe ypoBHA GpakTopoB ®PakTopbl cBepThiBaHMA Kposw Il, VII, IX, X B koMbUHaLmum
CBEpPTbIBaHUA KPOBY (npoTpom6uHOBBIN KoMmekc) 50 ME/kr, C3M 20-30 ma/kr
(BO3MOXHO NpUMeHeHwe 3nTaKora asnbda
(akTvBMpoBaHHOro) 90-110 MKr/Kr
MA <45 mm EXTEM MCF < 45MM  CHWKeHMe GYHKLMOHANBHOTO KoHueHTpaT TpoMboLnTOB 1— 2 A03bl (BO3MOXKHO

(TpoMBoumTONEHNS /TPOMEOLMTONATHS)

npuUMeHeHwe 3nTaxkora asbda (akTMBUPOBAHHOTO)
90-110 MKr/Kr) npuMeHeHu1e

FF MA< 15 MM FIBTEM A5 <12 mm

CHWKeHVe ypoBHA ¢rbpuHoreHa

Kpuonpeuunutat 10 f03

LY30<85% EXTEM ML > 15 % TunepounbpnHOAN3

TpaHekcamoBas Kucaota 15 Mr/Kr BHyTPUBEHHO
B TeyeHue 10 MUH

MpuMeyaHue. Mocne NpoBeAeHNA KOPPEKLMM HapYLLEHMI reMoCcTasa KOMMOHEHTaMW KPOBW U $paKkTopaMu CBEPTbIBaHUA HEOBXOAMMO MPOBECTH
noBTopHol aHanun3 TOT/ROTEM, Ans oLeHKM He06XOANMOCTU NPOBEAEHUA JasbHeliLelt Tepannu.

Jxenoli mpasme [42]; 315 KOHMPOAA NPUMEHEHUS KOHUeHmpama
Pubpurozera 8 kapouoxupypauu (oyeHka sgppekma npenapama,
OCHOBaHHaA Ha uyenesom 3HayeHuu MA T3 Moxxem cHU3UMb
Kposonomepto u nompe6Hocms 8 mpaHcgysuu nocae AKLL)
[40]; 025 oyeHku pubpuHonusa npu mpaHcnaaHmMayuu neveHu
U onpedeneHus NoKazaHuli K NPUMEHEHUIO mpaHeKcamMoBoll Kuc-
/nlomsl (Makas MemoouKa no3goasem CHU3UMb UCNO/b30BaHuUe
C3I1 u vacmomy mpom603mbonuyeckux ocnoxHeHuli [43]); ons
peweHus Bonpoca 0 BO3MOXHOCMU BbINOAHEHUS 3nUdypasbHol
aHecmesuu nocse MaccusHol mpaHcgysuu [44]; 0ns sbisasaeHus
nayueHMmMoB ¢ puCKOM MpoM60IMBONUHECKUX OCAOIKHEHUU; 015
OUEHKU 2eMOoCmamu4ecKux caolicms mpom6oyumos ex vivo
U B MpOM6OUUMHbIX KOHYEHMpamax.

TpaHcgy3uoHHbIl anzopumm, BKAtoYarowull TIM-MoHUMOPUH2
Koa2ynayuu, 3¢ppeKmuBHO CHUXKaem KpOBONOMEPHO U NepenuBa-
HuUe ann102eHHbIX Npenapamos KpoBU, noBbiwaem 6e3onacHocms
U 3KOHOMUHYECKYI0 3hdheKmuBHOCMb 2eMOCmamuyeckoli mepanuu
B Kapouoxupypauu, ab0oMuHanbHoU Xupypauu, npu msaxenoti
mpasme u KposomeyeHuu [40-47], He yBeau4uBas npu 3Mom puck
He6azonpusimHbix ucxodos. Baksaas-Aasen et al. [48] 8 mHozoyeH-
mposom PKW nayuermos c mpasmoli u Kposonomepeli He BbIABUAU
CMamucmu4ecKu 3Ha4UMbIX Pa3nuduli B 06WUX UCX00ax MeXAy
noodzpynnamu nayueHmos, mpaHc@dy3uoHHas mepanus y Komo-
PbIX Onupanack Ha daHHble CMaHOapMHbIX MECMOB Koaz2yAayuu
U60 Ha 0aHHbIE MPOMB0O3/1aCMOMeMPUHECKUX MEMOOOB OUeHKU
2eMocmasa.

PekomeHgauus 5. [pw BbIsIBNEHUM HApYLIEHWIA reMOoCTa-
3M0/10rMYECKUX TECTOB HEOBXOAMMO MpoBecTU Andde-
PEHLMa/IbHYHO AUArHOCTUKY NMPUOBPETEHHbIX HAPYLLEHN
cucTeMsl remMocTasa [49, 50] (YA4 — 5, YYP — C).
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Kommenmapuii. Banzopumme oudpeperyuansbHoli duazHo-
CMUKU NpUobpemeHHbIX HapyweHuli 2eMocmasa ucnob3yomcs
nabopamopHble mecmei, N03BoAUUe nposecmu dugpgpepeH-
yuanbHyt dua2HOCMUKY HapyweHuli 2emocmasa: AYTB, [1TB,
KoAuYyecmso mpoMboyUMOoB, MapKepbl akmuBayuu CUCmeMsl
2emocmasa (Ppubpur-moHomepei, D-dumepsi) (Mpunoxerue 4
OHAaliH-8epcuu cmameu) [26, 27]. [pu nposedeHuu dugduazHo-
CMUKU HapyweHuli 2eMocma3sa HeBO3MOXKHO UHMepnpemupoBamb
nabopamopHble 0aHHble 63 UX CONOCMaBAeHUS C KAUHUKOU.

Ecnuy nayueHma npu aHanu3e n1abopamopHbIX mecmos
BbIABASEMCA MONLKO CHUXEHUE ypOBHA MpomM6oyumos,
Mo MOXHO 20B0pUMb 06 U30/UPOBaHHOU MpomMboyUMoneHuu.
M3onuposarHoe yonuHeHue [1TB (MHO) moxxem 6imb cned-
cmBuem npuema HenpAMbIX aHMUKOa2yNSIHMOB UAU 06YC/10BAEHO
degpuyumom sumamura K. M3onuposaHHoe nosbiweHue AYTB
Hab/1t0daemcs npu HasHa4yeHuUU nayueHmy mepanesmuyecKux
003 HeghpaKyUOHUPOBaHHO20 2enapuHa. B npomusHoM cayyae,
ecnu 60/1bHOU He noay4Yaem HedpakyUOHUPOBaHHbIU 2enapuH,
mo, B nepByto 04epedsb, He0bX0OUMO UCKAKOHYUMb OWUBKU NnpeaHa-
/Aumuyecko2o a3mana (degpekm ombopa npo6 Kposu, daumenpHoe
UX XpaHeHue u m.d.), 015 3Mo20 BbINOAHAEMCS NOBMOPHOE Onpe-
denerue AYTB. Mpu yonuHeHuu AYTB npu noBMOpHOM aHanu3e
Heobx00uMo OyMamb 0 HaCN1eACMBEHHOM deduyume omoeNbHbIX
gakmopos BHympeHHe20 nymu cBepmsiBaHus (2emodunuu A u B,
degpuyume XiI, XIll um.a.), 018 UCKAKOYEHUS KOMOPO20 BbINOA-
HAemcs uccnedoBaHue akKmuBHOCMU hakmopoB cBEPMbIBaHUS
Kposu [49, 50].

Ecau npu aHanu3e CKpUHUH20BbIX 2eMOCMa3su0/102U4eCKUX
0aHHbIX BbiABASeMCSA 0Ba U 60/1ee HapyWeHUs, Mo B NepByto
o4epedb He0bX00UMO UcKYUMb []BC-cuHopom. ObazamenbHoe
ycnosue duazHocmuku []BC-cuHOpoma — nosbiweHUe ypoBHs
MapKepoB aKmuBayuu cucmemsbl 2eMocmasa — ubpUH-MOHO-
Mepos, 1O u pexxe D-dumepos. Kpome mozo, 00/KHbI npucym-
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cmsoBamb dpyaue Haubos1ee d0CMoBepPHbIe KpUMePUU Hanu4us
/BC-cunopoma — yonuHerue [MTB u/unu cHUXeHue Konu4ecmsa
mpomboyumos. Heobxodumo ommemums, 4mo 0aHHble nabopa-
MOpHbIX U3MeHeHuUll 2eMocma3a xapakmepHbl B NePBYI0 04epedb
0715 ocmpozo, m.e. ABH020 /]BC-cuHopoma; npu NabopamopHOM
ABC-cuHOpome u3MeHeHUs CKPUHUH20BbIX 2eMOCMa3suono2uye-
CKUX MecmoB Moxem He Hab.1100ambCs.

Mpu duazHocmuposaHuu []BC-cuHopoma nayueHmy 00/K-
HO 66imb NPOBEOEHO pacWiupeHHOe 2eMOCMa3uoa02uyecKoe
uccnedoBaHue, NO3BOAAUWEE YMOYHUMb CMaouro U BapuaHm
meyerus daHHoli Koazysnonamuu. JJonoAHUME NbHbIM KOMNOHEH-
MoM maKo20 ucc1edoBaHUs 00/1KeH 6biMb UHCMPYMEHMaAbHbIN
memod duazHocmuku (mpombo3nacmozpagus), nossonsoujuli
onpedenums BapuaHm meyeHus []BC-cuHOpoma u cmeneHs
KOoMneHcayuu cucmembl 2eMocmasa.

Y nayueHma, y komopo2o /JBC-CUHOpOM UCKNOYEH, HEO6-
X00UMO NpoBoOUMb dugpgepeHyuanbHyro OuazHOCMUKY MY
neyeHo4HoU, ypemuyeckoli u mpasmamuyeckol Koazy10namusamu.
Heobxo0umo He 3abbiBams, 4mo y 00H020 60/1bHO20 BO3MOXKHO CO-
YemaHue HeCKO/IbKUX Koazysionamudi. [locmaHoBKa npaBuibHO20
duazHo3a BO3MOXXHa Npu coBMecmHoli uHmepnpemauyuu na6o-
PamopHbIX U KAUHUYECKUX OaHHbIX. YonuHeHue [1TB u CHuxeHue
codepraHus mpoM6oyUMoB (BO3MOXHO makxe yonurerue A4TB)
Ha gpoHe neueHoYHOU QUCPYHKYUU CBUOEMebCMBYEM 0 HaAUYuU
neyeHo4Holi Koazy10Namuu; CHUXKeHUE KOAUYeCmBa U azpe2ayuoH-
HoU akmuBHOCMU MPOMBOUUMOB (BO3MOXKHO MaKKe yoNAuHeHue
AYTB u l1TB) Ha hoHe noyeydHoli HedocmamoyHocmu — 06 ypemu-
yeckoli Koazynonamuu; yonuHeHue AYTB u CHUxKeHue cooepKaHus
mpom6oyumos (BO3MOKHO maksKe yonuHerue [TTB u CHUeHue
KOHUeHmMpayuu PubpuHozeHa) y nayueHmoB, NepeHectuux Mac-
CUBHY!O KPOBONOMEPIO U 06 LEMHYH UHPY3UOHHO-MPAc@Hy3UOHHYHO
mepanuto — 0 mpaBmamuyeckoli Koazyaonamuu.

PekoMeHaauma 6. [ns aunarHoctuku seHoro /JBC-
CYHAPOMa PeKOMeHAYI0TCA KpuTepmmn MexayHapogHoro
obwectea no TpoMm6osaM u remocrasy [7, 51, 52]
(Yan — 5,Yyp—Q).

Kommenmapuii. Ecmb nu 'y nayueHma 3abonesaHue, conps-
JKeHHoe ¢ puckoM pazsumus [JBC-cuHopoma? Ecau 0a, mo nepe-
XOOUM K WKane:

m yposeHb mpomboyumos: MeHbue 100 meic./Mkn — 16ann,

MeHbwe 50 meic./Mkn — 2 6anna;

m codepiKaHue pubpuH-moHomepos uau D-dumepos:
yMepeHHoe nosslweHue (00 5 Mx2/mMn) — 2 6anna, Bbi-
paeHHoe nosblweHue (6onee 5 mxke/mn) — 3 6anna;
YyonureHue [TTB:om 30do 6 c — 16an, 6onee 6 c — 2 6anna;
KoHuyeHmpayus gubpuHozena: meHbwe 12/n — 16ann.
=5u6onee 6annos — /JBC-cuHOpoM.

Ana duazHocmuku HeaBHo20 /[]BC-cuHopoma makke

peKkomeHOytomca Kpumepuu MexxdyHapoOdHoz20 obuje-

cmsa no mpom6o3am u 2emocmasy [7, 51, 52J:

m ecms AUy nayueHma 3abosieBaHue, CONpAKEHHOe
c puckom passumus []BC-cuHopoma: da — 2 6anna,
Hem — 0 6ann08;

m yposeHb mpomboyumos: 6onee 100 moic./Mkn — 0 6an-

nos, meHee 100 meic./Mkn — 16ann;

m codepixaHue pubpuH-moHomepos uau D-dumepos:

Hopma — 0 6ann08, nossiweHue — 16ann;

m yonuHeHue [ITB: meHee 3 ¢ — 0 6annos, 6osee

3c—16annos.

O603HayeHHble 1a6opamopHble mecmsl peKoMeHdyemcs
oyeHUmMs B OuHamuke 4epes 24 4. lpu cHuxxeHuu MTB u [T4®
u yBenuyeHuu yposHa mpoméoyumos — 1 6ann Bbiyumaemcs,
npu yseauyeruu MTB u [MA® u cHUXKeHUU ypoBHA Mpomboyu-
mos — 16ann npubasasemcs.

TaK)Ke MOXHO UCNO/Nb30BamMb 2eMoCmasuono2auye-
CKUe mecmbl, XapaKmepu3syrujuecs akmusHoCMb aHMUKO-
azynaHmMoB — ypoBeHb aHmumpombuHa u npomeura C: npu
HopMe — 1 6ann BbldumMaemcs, npu cHuxxeHuu — 16aaa npu-
6asasemcs. B KoHe4HOM cueme, ecau cyMma pasHa 5 u 6onee
6annos — umeemcs []BC-cuHOpoM.

lMpeumyw,ecmso npednazaeMo20 an20pumma — mo, Ymo
OH nomozaem 0ams Yemkoe dUazHOCMU4eCKoe 3aKAYeHue
0 Haauquu unu omcymemsuu /JJBC-cuHdpoma, a makxe no3so-
/1em Koau4ecmBeHHO oyeHuBams OUHaMUKy 3Mo2o npoyecca.
Hedocmamok — HeBo3MOXKHOCMb duddepeHyuposKu cmaduu
u, mem 6onee, BapuaHma meyeHus JJBC-cuHopoma.

PekomeHpgauua 7. Y nauMeHTOB C 4MAarHOCTUPOBaAHHbIM
JBC-cMHAPOMOM HEO6X0AMMO OMpeAe/INTb ero KANHU-
KO-1a60paTOpHbIN BapuaHT (MexaHW3M nepBoHayab-
HOM aKTMBaLMM cucTeMbl reMocTasa) [53, 54] (YA4 — 5,
YYP — Q).

KommeHnmapuii. [JBC-cuHdpom umeem 08a KAUHUKO-Aa6opa-
mopHbIx BapuaHma [53, 54]:

m pubpuHoaumuyeckuli mun [JBC-cuHdpoma (no daH-
HbIM T3 — popMupoBaHUe Namoa02u4eCcKU pbiXN020
c2ycmka u npeobaadaHue akmusayuu pubpuHoau3sa Hao
akmusayueli Koaayaayuu);

B K0a2ynAyuoHHbIl mun BC-cuHopoma (no 0aHHbIM
T3l — popMupoBaHue n10MHO20, 01UMeNbHOE BpeMS
cywecmayrow,e2o czycmea u npeobaadaHue akmusayuu
Koazynsyuu Had akmusayueli pubpuHoausa).

Mcxodom oboux BapuaHmos J]BC-cuHopoma aBasemca

Koazynonamus nompebaeHus, 06yCcn0BAEHHasA UCMOuw,eHUeM
¢akmopos cBepmbIBaHUA KPOBU U MPOMBOLUMOB U Xapakmepu-
3yIoWasnca MacCuBHbIMU 2eHEPanU30BaHHbIMU KPOBOMEYEHUSMU.
MpuyuHol uHMpaonepayuUOHHO20 OCMPO20 KPOBOMeEYEHUS MO-
2ym 6bimb Kak pubpuHoaumuyeckull BapuaHm JJBC-cuHopoma,
mak u Koazynionamus nompe6eHus.

PekomeHgauumsa 8. ins oueHKn cTeneHn GyHKLMOHab-
HOW KOMMNeHcauun CUCTeMbl reMocTasa y nauMeHToB
C NeYeHOYHOM HeJ0CTaTOYHOCTbIO PEKOMEHAYEeTCS Bbl-
nonHeHue TpoMboanactorpadum [55, 56] (Y44 — 5,
YYP — Q).
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PEKOMEHALINM

Kommenmapuii. KoHmposb Koazyaayuu npu ne4eHo4Hol
HedocmamoyHocmu mpebyem MOHUMOPUH2a He MObKO
cmaHOapmHbix nabopamopHsix mecmos, — [1TB, AYTB,
Koau4Yecmsa mpomMb6oyumos u pubpuHo2eHa, — HO U MPOM-
6o3nacmozpaguu, Komopas ho3gosasem cyoums o cme-
neHu KoMneHcayuu cucmemsi 2emocmasa [55, 56]. Lange
etal. [57] B 0630pe aumepamypsl KOHCMmamupytom, 4Ymo
pymuHHble nokazamenu koazynsyuu (A4TB, [1TB, MHO)
y nayueHmos c ouchyHkyuell nedyeHU He ompaxkarom pe-
anbHbIl pUCK KPOBOMEYEHUS UMO2Yym NpUBECMU K HeadekK-
BamHoMy BBeOeHU0 2eMOCMamuKoB U npenapamos KpoBU.
Tpombosanacmomempuyeckue Memodsl OYyeHKU 2eMocmasa
Nly4quie ompaxkaom eeMocmas in vivo, ymo cnocobcmayem
BbI6OpY NpaBUNbHOU CMpameauu e4eHus.

Mpu xpoHuyecKux 3a60aeBaHUAX Ne4eHU KOHYeHmpayus
npoKoazynAHMHbIX PaKmMopoB, KaK NPaBuAo, CHUXeHa, 00HaKO
codepixaHue 3HO02eHHbIX aHMUKOa2yIAHMOB (aHMUMPOMGEUH,
npomeutsi C u S) makxe CHUXeHo, BCe 3M0 B COBOKYNHOCMU
noddepsxusaem 2zemocmamuyeckutl banaHc. [losmomy Hecmompsa
Ha mo, ¥mo [1TB (MHO) u AYTB yka3biBatom Ha HaAu4ue Koazy/o-
namuuy nayueHmoB ¢ XpoHuU4ecKol ne4eHoYHol Hedocmamoy-
HOCMb10, PyHKUYUOHANbHBIT MeMOO dUa2HOCMUKU — mMpomMbo3na-
cmozpagus caudemenbLCmMByem, 4mo 2eMoCMa3s KOMNEHCUPOBaH
B 60/1bWUHCMBE CAYyYaes.

Stravitz T. et al. npocnekmusHo uzyyunu 57 nayuenma
¢ ocmpoli neyeHoyHoli HedocmamoyHocmesio [58]. Hecmomps
Ha cpedHue 3Ha4eHuss MHO 8 3,4 (duanasoH 1,5-9,6), y 63 %
nayueHmos sBce napamempsi T Haxoouaucb B npedenax
HOpMbI, 60s1ee moz2o, y 8 % nayueHmoB no 0aHHbIM TII 6bina
2unepkoazynayus. ABmopsl coenanu BblBod, Ymo T3 bbina
3HayumenbHoO 4yscmaumensHel, yem MHO 0n5 npozHo3upo-
BaHUs pUCKa KpoBomeyeHus, a 3Ha4eHus MHO He cunbHo om-
U4anach y NayueHMmMos C KpoBOMeYeHUAMU OM MaKoBbIx 6e3
KposomeyeHus. OCHOBHbIM napamempom TII, koppeaupyrouum
C PUCKOM KpOoBOMe4eHuUs, bblna MaKCUManbHas aMnaumyoa
(MA) o6pazyroujezocs czycmka.

B 0py2oM npocnekmuBHOM uccnedoBaHuU NayueHmos
€ ocmpoli ne4yeHoYHol HedOCMamo4HOCMbIO aHaAU3 Koazy -
yuu npoBooUCA NPU NOCMynAeHuU 8 omoeaeHue UHMeHCUBHOL
mepanuu u yepe3s 48 4. [59]. CpedHee 3HaqerHue MHO y aHanu3u-
PyeMbix nayueHmos cocmasuo 4,3, 00HaKo, 3HauyeHus Tl 6binu
B 30He 2unoKoazynayuu moskoy 20 % nayueHmos, 8 mo Bpems
KaKy 45 % oHu 6b11U HOpManbHbl, ay 35 % — cBudemenbscmeo-
Ba/u 0 2UnepKoazyNAYUU.

JuazHocmuydeckue Kpumepuu aHmMug@ocPhoaunuOHo20 CUH-
dpoma [16, 17, 52] cnedyrowue.

KnauHu4eckue kpumepuu:

1. Cocyoucmsliii mpom603.

OO0uH unu 6osee KAUHUYECKUl 3nU300 apmepuanbHo20,
BEHO3HO020 U1U MPOM603 MeNIKUX COCYO0B B N060U MKaHU unu op-
2aHe. Tpom603 0o KeH 6bimb NOOMBeEPIKOEH BOCnpou3BedeHUeM
u306paKeHuUs uau 0oNNaAepoBCKUM UccaedoBaHUEM UAU MOP-
¢onozuqecku, 3a UCKNKOYEHUEM NOBEPXHOCMHbIX BEHO3HbIX
mpom60308. Mopgonozuueckoe nodmsepoeHue 00MXKHO 6bimb
npedcmasseHo 6e3 HaAuyus 3Ha4umeIbHO20 BOCNaaeHus co-
cyoucmoli CmeHKu.
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2. [Tamonoaus 6epemeHHocmu.

m OOuH unu 6osee cnydaes BHympuympobHoli 2ubenu
Mopgonoauyecku HopManbHo20 naoda nocae 10 Hed.
2ecmayuu (HopManbHble MOpPono2udecKue Npu3HaKu
nnoda 0oKyMeHmupoBaHbl Ha ¥Y3M uau Henocpedcmser-
HbIM OCMOMPOM N00a), unu

m 00UH unu 6onee cayyali npexxoeBpeMeHHbIX po00B MOP-
¢on02udecKU HOpMaibHO20 nnoda 0o 34 Hed. 2ecmayuu
U3-3a Bblpa)KeHHOU Npe3KAaMNCcuuU Uau 3KAamncuu,
unu BelpaxkeHHol nnayeHmapHoU HedoCmamo4YHOCMuU,
unu

m Mpu uau 6onee nocnedoBamebHbIX CAy4as CNOHMaH-
Hbix a6opmos o 10 Hed. 2ecmayuu (UCKAKYEHUe — aHa-
momuyeckue depekmbl MamKuU, 20pMOHabHbIE Hapy-
WweHus, MamepuHcKue Uau OMyoBCKUE XPOMOCOMHbIE
HapyweHus).

JlabopamopHsie Kpumepuu:

1. AHmumena k kapouoaunuHy IgG unu IgM uzomunos,
BbIIBAISieMble B CbIBOPOMKE B CPEOHUX UNU BLICOKUX mumpax,
no KpatiHeli mepe, 2 paza B meyeHue 12 Hed., C NOMOW,b0 CMaH-
0apmu30BaHHO20 UMMYHO®pepMeHMHO20 MemMooa.

2. AHmumena k B2-a2nukonpomeuny | 1gG u/uau IgM uzomun,
BbIAABASIEMbI€ B CbIBOPOMKE B CPEOHUX UNU BbICOKUX mumpax,
no kpatiHeli Mepe, 2 pa3a B me4yeHuu 12 Hed., C NOMOWbIO CMaH-
0apmu30BaHHO20 UMMYHOpEpMEeHMH020 Memoda.

3. Bon4aHOYHbIG aHMUKOa2yASiHM B nnasme, B 0ByX uau 60-
Nlee cayqanx uccnedoBaHuUsA C NPOMEXKYMKOM He MeHee 12 Hed.,
onpedensieMmslll co2nacHo pekomeHOayusam Mex0yHapoOHO20
o6ujecmsa mpom60308 U 2eMocmasa (uccnedoBamenbCKasn
2pynna no BA/gocdonunud-3aBucumbimM aHmumenam):

m YO/UHeHUe BpeMeHU CBepMbIBaHUS NAa3Mbl B pocgo-

AUNUO-3aBUCUMbIX KOazynoaudyeckux mecmax: A4TB,
[TB, mecmbi ¢ s0amu 2adtoKu Paccena, mekcmapuHoBoe
Bpems;

m  0MCymcmsue KOpPeKyuuU yoNUHeHUs BpeMeHU CBepMmbi-
BaHUS CKPUHUH20BbIX MeCcmoBs B mecmax CMewuBaHus
c 0oHopcKol nna3mol;

m YKOpOYeHUe UAU KOppeKyusa yONuHeHUs BpeMeHU CBep-
MmbIBaHUA CKPUHUH20BbIX Mecmos npu dobasaeHuu
¢gocpoaunudos;

m UCKAKOYeHue Opyaux Koa2ysnionamud, KaK, Hanpumep,
uHaubumopa pakmopa VIl ceepmbiBaHUA KPOBU UNU 2€-
napuna (ydnuHstouux gocgonunud-3asucumMbie mecmsi
cBEpMbIBaHUS KPOBU).

Mpu codemaHuu peyudUBUPYIOWUX OKK/HO3UL MUKPOUYUPKY-
/IAMOPHO20 pycaa c mpomboyumoneHueli dugpepeHyuanbHbil
duazHo3 NpoBOOUMCS C MPOMBOMUYECKUMU MUKPOaH2UONaMUSMU.

Akywepckas namonoaus A®C mpebyem nabopamopHoz0
noomaepi0eHUA U UCKAOYeHUs Opyaux npuquH nomepu be-
peMeHHOCMU. Mo U 2eHemu4ecKue mpombogduauu BbICOK020
pucka (2oMo3u2omHble Mymayuu pakmopa JleiideHa, npompom-
6uHa, coYemaHus ux 2emepo3U20MHbIX BapuaHmMos, Mymauyuu
B 2eHe aHmumpom6uHa, npomeuros C u S), u BocnaaumesnbHas
namosio2us no/oBbix op2aHos. ADJI Mo2ym BbIABAAMbBCA NPU UH-
eKyUOHHbIX 3a60/1€BaHUAX B HU3KUX UNU CPEOHUX NO3UMUBHbIX
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YPOBHSIX, @ 015 UCKAOYeHUS CBA3U C UHPeKyuell Heo6X00UMbl
nosmopHsble uccnedosaHus a®Jl 4epes 12 Hed.

Takum obpazom, AQC — smo aHmumeno-uHoyyupoBaH-
HbIli MpoMm603, 0CHOBOU duazHO3a KOMOpPO20, HapsAOY C KAUHU-
YeCKUMU NpOABAEHUAMU, ABNAEMCA 0653ameibHoe Hanuque
Cepo102uYecKux MapKepoB. AKywepcKyto namosaoauto npu AQC
cnedyem paccMampusams Kak mpombomu4ecKoe 0CN0XKHeHUe.
O0HokpamHoe uccnedosaHue ad/l He no3Bossem Bepugduyupo-
Bamb unu uckaryums AQC.

CKpUHUH20BbIMU Oua2HOCMUYeCKUMU mecmamu ougge-
peHyuanbHol 0Ua2HOCMUKU HacN1edCMBeHHbIX Koazyaonamudi
asaaromcsa AYTB u [1TB, ux usmeHeHue mpebyem BbINONHEHUSA
cneyuguyeckux 0oNoNHUMENbHBIX UCCAeD0BaHUL, Ha OCHOBaHUU
Komopbix U nodmsepixdaemcs Haau4ue moli Unu uHol Hacneo-
cmBeHHoli Koazysnonamuu.

MpuHyunel dugpeperyuanbHoli duazHOCMUKU Hacaeo-
CMBeHHbIX Koaz2ynonamuli npedcmasaersi 8 [IpunoxeHuu 5
oHnaliH-sepcuu cmamsu [16].

PekoMeHaauua 9. Y naumneHToB AaA BbIABIEHUA TUMNO-
koarynauuu u [1BC-cMHApOMa peKOMeHAYeTC UCMO/b-
30BaThb Wwkany [ABC-cuHgpoma The International Society
on Thrombosis & Haemostasis (ISTH) [60] (YA4 — 5,
YYP — Q).

KommeHnmapuii. Mozym ucnosnb3oBamscs u Opyaue wKanbi
duazHocmuku []BC-cuHdpoma: Japan Ministry of Health Labor
and Welfare (JMHLW), Japanese Association for Acute Medicine
(JAAM), Chinese DIC scoring system (CDSS). Bce ykazaHHble Bbiuie
WKabl UCNONb3YIOM MUHUMAaNbHbIU Habop nabopamopHbix
mecmoB, 00CMyNHbIX MEQUYUHCKOU op2aHu3ayuu 1106020
YPOBHS, N03BOAAIOWUE MAKCUMa/IbHO 6bICMPO BbIABUMb UMEHHO
2UNOKOA2yNAYUIO U Ha4amb KOPPEKYUI HapyuweHull cucmeMsi
2emocmasa (mab6. 3—6). OOHaKo 3Mu WKasbl HeNPU20OHbI 0N
BblfiBAEHUs mpombomuyeckoz2o eHomuna /[JBC-cuHopoma.

p
Tabaumua 3. Lkana AMarHocTvKM HeseHOro (non-overt)

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

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

OKoH4aHue maba. 3

MokasaTtenb

[MHaMWKa naMeHeHui 3a 24 4

Y ANVHEeHWEe NpOTPOMBMHOBOrO
BPeMEeHM:

MeHee 3 c: 0 6annos

Bonee 3 ¢: 16ann

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

Hopma: 0 6annos;
YBenvyenue: 1 6ann

MpoayKTbl Aerpagauun GubpuHa:

YMeHbLeHune: -1 6ann
be3 nsmeHeHuin: 0 6annos
YBenvyenue: 1 6ann

3. BcnomoratesibHble KpyTepum

AHTUTPOMOUH Il Hopma: -1 6ann
YMeHbLeHuve: 1 6ann
MpoTenH C Hopma: -1 6ann

YMeHblieHue: 1 6ann

Jlpyrve aHTUKOArynAHTbI

Hopma: -1 6ann
YMeHbLieHue: 1 6ann

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

e

Ta6nauua 4. Llkana gnarHocTuku seHoro (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 2 y naymneHTa 3abosneBaHune, cootsetcTBytolee [1BC-cuHapomy?
Ecam pa, To nepexogunM K WwkKane:

Mokasatenb Bannbi
KonnuecTso TpoM6OLMTOB
> 100 x 10° 0
50-100 x 109 1
<50 x 109 2

PacTBopvMble MOHOMepbl GUEPUHA/MPOAYKTEI AerpajaLmnm pubprHa

Mokazartenb [MHaMuKa n3MeHeHul 3a 24 4

1. imeeTca im y naupeHTa
3aboneBaHue, cBzaHHoe ¢ [1BC-

[Ja: 2 6anna

CUHAPOMOM? Her: 0 6as10B

2. [naBHble KpuTepun

YBenuuenue: -1 6ann
be3 n3meHeHuii: 0 6annos
YMeHbLieHue: 1 6ann

Konmnyectso TpoM6OLMTOB:
Bonee 100 x 10% 0 6annoB
Menee 100 x 10%: 1 6ann

HeT yBennuerua 0

YMepeHHoOe yBesmyeHve 2

3HaunTeNIbHOe yBe/InYeHve 3
YBenn4eHve NpOTPOMOHOBOro BpeMeHu

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 — aAsHbI [ BC-cuHAPOM.
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Tabauua 5. ConocTaBnieHMe pasanyHbIX WKaa AUArHOCTMKM 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 3abosieBaHme

16ann

0 6annos

KnnHunyeckune npoassieHNA

KpoBoTeyeHune —16ann
MOH —16ann

SIRS 6onee 3 —16ann

TpombouunTbl, ThiC./MKA

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 10 80 1 CHKeHWe — 3 6anna

na®

OT10 go 20 mMKkr/Man —16ann
Ot 20 n0 40 MKr/mMn — 2 6anna
Bonee 40 Mkr/mMn — 3 6anna

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

®ubpuHoreH, r/n

OT11p01,5—16ann
Menee 1,0 — 2 6anna

Het

MpoTpoMbrHOBOE BpeMs

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

Bonee 1,2 —16ann

[JvarHos Bonee 7 6annos

Bonee 4 6annos

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

Tabauvua 6. Llkana gnarHoctuku [BC-cuHapoma
Chinese DIC Scoring System (CDSS), 2012

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

MyHKTBI Bannbl

1. CooTBeTCTBYIOLLEE 3a60/1€BaHNE 2

2. Knnnnyeckune nposasaexna

KpoBoTeueHue (KPOBOTOUMBOCTD), BcTaBbTe nto6oe

He3aBMCUMMOe OT OCHOBHOrO 3ab0/1eBaHuA 3HayeHwue
LLlok, HapyLleHVe MUKPOLMPKY ALK, 1
He3aBMCMMOe OT OCHOBHOTO 3ab0/1eBaHwS

HeobbAcHeHHasn opraHHas HeJ0CTaTOYHOCTb

3. labopaTopHsble nccnes0BaHuA

Konunyecteo Tpom6oumTtos (109/1)

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

MeHee 5 0
5-9 2
Bonee nan pasHo 9 3
YanunHenuve MT n AMNTB

YanvHeHwue MNB meHee 3 ¢ n yanuHeHve AlNTB 0

MeHee 10 ¢
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OKoH4YaHue maba. 5

MyHKTBI Bbannsl
YpanmHenue MB 6onee naun pasHo 3 ¢ 1
nn yanmHenne AMTB 6onee nnu pasHo 10 ¢
YanmHenue MB 6onee nan paBHo 6 ¢ 2
®ubpuHoreH (r/n)
Bonee nnn pasHo 1,0 0
Menee 1,0 1

[AuarHos: 7 6annos unm 6onee.

4. IHTeHcUBHaA Tepanua HapyLUeHUA
CMCTeMbl reMoCTasa, BKAlYas
MeANKaMEeHTO3HYI0 M HEMe AUKaMEHTO3HY0
Tepanuu, AuetoTepanuio, obesboansaHue,
BbIGOp MeTO/A,0B aHecTe3nm, NoKasaHUA

M NPOTMBOMOKa3aHUA K MPUMEHEHUI0
MeTO/0B /1eyeHunn

4.1. Boibop MeTOAa aHecTe3nmn

PekomeHgauuma 10. Npu Boibope MeTOAa aHECTE3UM peKo-
MEeHAYeTCA Yy4YUTblBaTb MPOTMBOMOKA3aHWUA K permoHap-
HOW, HeMpOaKCMaIbHOW aHeCcTe3unn CO CTOPOHbI CUCTEMBbI
remMocrasa A/ NpPOPUNaKTUKM reMOpparniyeCcKmx OC/10K-
Henuin [60] (Y44 — 5, YYP — C).
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PekomeHaauma 11. Y nauneHToB, NPUHUMAIOLNX aHTU-
TpoMbOTUYeCKMe npenapaTtsl, Npy BbIbOpe BpeMeHU naa-
HOBOM onepauuu (MHBa3WBHOM Mpoueaypbl) U MeToaa
aHecTesnn peKoMeHAyeTcs cob/toAaTh BPEMEHHbIE MH-
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-
TPOMEOTHUYECKME NpenapaThbl, Mpy HEO6XO4MMOCTM IKC-
TPeHHoIi onepaumu (MHBa3MBHOW NpoLesypbl) peKoMeH-
AYeTCA WCMo/b30BaTb METOAbl SKCTPEHHOW peBepcuu
Y KOPPEeKLMW HapyLUeHUI reMoCTasa A/ NPOGUIAKTUKM
reMopparvyeckux ocnoxHenun [60] (Y44 — 5, YYP — C).

4.2. CUHAPOM ANCCEMUHUPOBAHHOIO
BHYTpUCOCYAUCTOro ceepTbiBaHua ([BC-cuHapom)

PekomeHaauma 13. MNpy MHTpaonepaLMOHHON MacCMBHOM
KPOBOMOTEpe 1 Koary/0naTu4yeckoM KpoBoTeYeHuUn (re-
Mopparuyeckom deHotune [BC-cHApOMa) peKoMeHAY-
eTCcA NpoBe/ieHne NPOTOKONa MacCUBHOW TpaHChy3umM Ans
KOPPeKLMM HapyLLIeHW B CUCTEMe reMoCTasa U yMeHblile-
HUA o6beMa KpoeonoTepu [61-66] (Y44 — 1, YYP — A).

PekomeHaauma 14. Maymnertam c [IBC-cmHapoMoM ¢ Kpo-
BOTEYEHMEM W/IM MPY BbICOKOM PUCKE €ro passuTus (Bbl-
MO/IHEHNE MHBA3MBHbIX BMELLIATe/IbCTB MPY YPOBHE TPOM-
6ounToB < 50 ThIC./MKN) peKOMeHAyeTcs TpaHcdy3us
KOHLieHTpaTa TpoMb6ouuTtos [67-69] (YA4 — 5, YYP — C).

PekomeHpaauusa 15. MNauymerHtam ¢ [IBC-cMHAPOMOM C KpO-
BOTeuyeHneM u/munu yannmHenmem MNTB n AYTB pekomen-
ayetcs TpaHcoysusa C3M B obbeme 15 Ma/kr [67-69]
(Y44 —5,Yyp—Q).

PekomeHaaumsa 16. MNMaunenTtam c [|BC-cnHAPOMOM He pe-
KOMeHAyeTcs NpodUNaKTUYECKOE Nepe/iMBaHNe KOHLLEH-
Tpara TpomboumTos 1 C3M [67-69] (Y44 — 5, YYP — Q).

PekomMeHpgauus 17. MNpu Taxkenoin runopubpuHoreHemnm
(MeHee 1,5 r/n), coxpaHsioLeiics HecMOTps Ha MHY3WI0
C3I1, pekoMeHzyeTCA NPOBOAUTL TPaHCPY3UIO Kpuonpe-
uunurtata [67-69] (Y44 — 5, YYP — Q).

PekoMeHgauma 18. Y naumneHTOB € KOary/iauMoHHbIM TU-
nom [1BC-cMHAapOMa peKoMeHAyeTCA NpUMEHeHue npo-
¢dunakTmyeckux go3 HMr, obnagarowmx npopmbpuHo-
nmuTudeckuM apdektom [70] (YAL — 5, YYP — Q).

PekomeHaauma 19. MNpu MHTpaonepaLMoHHON MaCCUBHOM
KPOBOMOTEpe 1 Koary/1o0naTMyeckoM KpoBoTeYeHUM (re-
MopparuyeckoM deHoTune JBC-cuHApOMa) peKoMeHAy -
eTCA BBe/leH/ e TPaHEKCaMOBOMN KMC/IOThI B o3e 15 Mr/kr
A1 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 /]BC-cuHOpoMOM peKoMeHOyemcs mozda,
Ko20a 2unep@ubpuHonu3 ABAAeMCS OOMUHUPYOWUM na-
moguzuonozudeckum mexaHuzMom (pubpuHoaumudeckudii
BapuaHm /JBC-cuHdpoma) [78].

Huskue yposHU mpoM60oyuMoB u KoazynAYUOHHbIX hakmo-
pOB MO2ym yBeAu4ums puck KposomeyeHus [3, 79]. OdHako,
€02/1aCHO NOCNEOHUM PYKOBOOCMBaM NO BeOeHUI nayueHmos
¢ [IBC-cuHopomom [67-69, 80], BBedeHue KOHyeHmpama mpom-
6oyumos u C3[1nokasaHo Npu HaAU4UU aKMUBHO20 KPOBOMeYe-
HUSA UNU BbICOKO20 pUCKa e20 pa3sumus. [jna koppekyuu degu-
yuma pakmopos cBepMmMbIBaHUSA, NPOABAAIOUE20CA YONUHEHUEM
AYTB, [1TB u cHUXKeHUeM ypoBHSA ubpuHo2eHa, Moxxem nompe-
608ambcsa 0ocmamo4Ho 60bwol 06bem C3/1 (do 30 ma/ke,
HayYanbHas 003a — 15 ma/ke). [pu 3mom Heo6x0dUMO NOMHUMb
0 pucKe nepezpysku nayueHma obemom. ledpuyum gubpuHoze-
Ha MOJXHO ycmpaHums nymem mpaHcg@y3uu Kpuonpeyunumama
[70, 81].

Tepanus aHmuKoazyAaHmMamu ABASEMCA payUuoHanbHbIM
Nno0x000M, OCHOBaHHbIM Ha MoM, 4mo []BC-cuHopom xapakme-
pusyemcs obwupHoli akmusayueli Koa2ynsyus [67-69]. Xoms
3KCnepuMeHmasnbHble UCCAedoBaHUsA NoKasanu, 4mo npenapa-
Mbl 2pynnbi 2enapuHoB UH2UBUPYIOM akmuBay Uk Koazynayuu
npu [IBC-cundpome [82], Hem PKU, demoHCmpupyrouyux, Ymo
UX Ucno/ib30BaHue y nayueHmos c [JBC-cuHopomom npusooum
K YNy4WeHUto KAUHUYECKUX pe3y/1bmamos.

Mcnonb3oBaHue aHmMuKoazyAaHMoOB y nayueHmos
¢ [JBC-cuHOpoMOM npodoaxkaem aKmuBHO U3y4YambCA.
KpynHomacwmabHoe mMHoz2oyeHmposoe PKU He BbiABUAO
3HaYUMO20 CHUXKEHUS CMEPMHOCMU Y NaYUEHMOB C MAXKENbIM
CencucomM, nony4aBwux KOHyeHmpam aHmumpom6uHa [83].
Mpomeun C ynyqwun pe3yAbmamsl Ae4eHUs B HE601bWOM
uccnedosaHuu, nposedeHHoM B inoHuu [84], HO OH He 6bin
0006peH 0na neveHus []BC-cuHopoma. TpoMb6OMOOYAUH
B 00HOM PKW nokasan KkynuposaHue HapyweHul, CBA3aHHbIX
¢ JBC-cCUHOPOMOM, HO CyW,eCmMBEHHO He yMEeHbWUN CMepm-
Hocms [85].
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4.3. MNMeyeHo4Hasn KoarysonaTus

PekoMeHaauma 20. Y naumMeHTOB C XPOHUYECKOW neye-
HOYHOM Hej0CTaTO4YHOCTbIO 6e3 MpU3HaKOB KPOBOTe-
YyeHWA He peKoMeHgyeTca ncnonb3osaTb C3I1 ana kop-
pekuuu MTB (MHO), ecim oHM yannHeHbl He 60/1ee YeMm
B 2,0 pasa OT BepXHero 3Ha4eH1A HOpMasibHbIX MOKa3aTe-
neii [86] (YAA — 3, YYP — B).

PekomeHpaumsa 21. MNpu ocTpor neYeHOYHOW HepocTa-
TOYHOCTM yMepeHHO noBbiweHHoe MTB uan MHO (yse-
/MyeHve He 6osiee yeM B 1,5 pasa) He peKoMeHAyeTcs
KOppeKTUpoBaTb Mepe/ onepaT1BHbLIM BMeLLaTe/IbCTBOM
WAV MHBA3MBHOM MaHWUMYAALMEN, 32 UCKNIOYEHMEM YCTa-
HOBKM faT4MKa KOHTPO/IAi BHYTPUYEPENHOrO faB/eHNA
[87,88] (YAA—5, YYP—C).

PekomeHpauma 22. Y naumeHToB C Ne4YeHOYHOM HeaoCTa-
TOYHOCTbIO A/11 BO3MELLEHUA TAXEN0ro aeduumta pakTo-
poB CBepTbIBaHUA pekoMeHayeTcs BeeAeHue C3I1 B go3e
£0 30 Ma/kr nyTeM nnasmMoobmeHa [89] (Y44 — 3, YYP —B).

PekoMeHpauna 23. Y nauyMeHTOB C KPOBOTEYEHUEM
UAn nepep buoncueri nevyeHn npu TpomMboLMTONEHUU
MeHee 50 TbIC./MKA peKoMeHAyeTCA TpaHCPy3MA KOHLeH-
Tpara Tpom6ouuTos [90] (YAA — 4, YYP — Q).

Kommernmapuii. lepenusaHue C3[18 nonsimke ucnpasumes aHo-
MasibHble 1abopamopHble mecmsl 3a4acmyto HeonpasoaHo U no-
meHyuanbHo BpedHo. OHO NPUBOOUM K nepezpy3Ke 06beMOM U 2e-
Moduntoyuu. BoameweHue deguyuma gpakmopos cBepmbiBaHuUA
mpebyem docmamoyHo20 6016020 06beMa C3[1, Mo BOIMOXKHO
MO/IbKO C NOMOWbIO NAa3MO0bMeHa. [TocnedHue pekomeHdayuu
He noddepkusatom C3[1 045 npogunakmudeckoll KOppeKyuu
aHomanbHozo [NTB uau MHO y nayueHmos c 3a6oseBaHUAMU
neyeru [91, 92]. KoHyeHmpam npompom6uUHOB020 KOMNAeKca
BKoMBUHayuu c sumamuHom K (He 3apeaucmpuposat 8 Poccuu) no-
3B0/151em 6bICMPO CKOPPEKMUPOBaMb 3HaYUME/IbHO NOBLILEHHOE
[1TB/MHO neped cpoyHbIMU UHBA3UBHBIMU MaHUNYAAYUSMU [93].

Kuroda et al. [94] nposenu mHozoyeHmpogoe PKU (n=141),
Ymobbl BbIACHUMB, IBASIEMCA U BBeOeHUe aHmumpombuHa il
agppexkmusHol mepoli npodunakmuku nocmaenamakmomuye-
cKoli ne4eHo4HoOl HEOOCMamMoOYHOCMU, B MOM YUC/e Koazy1o-
namuu. Pe3yabmamsl nokasanu, Ymo 4acmoma nocseonepayu-
OHHOUi Koa2yAonamuu U NocCmMaenamasKmoMu4ecKoli ne4eHoYHol
Hedocmamoy4Hocmu 6bina conocmasumoll B obeux 2pynnax
neyerus (aHmumpom6una lll u nnaye6o). BeedeHue aHmumpom-
6uHa lll c yenbro npedomspauseHUs NOCM2enam3KMoMuYecKol
neyeHo4Holi HEOOCMamMoOYHOCMU He NOKa3biBano 3Ha4uMoll
N0/Ib3bl, KaK U He yBeAU4UBaN0 PUCK OCAOKHEHUU.
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MepenusaHue mpomboyumos cnedyem paccMampusams
MoAbKO Npu mskenoli mpomboyumoneHuu. Jns mozo, 4mobsi
oueHuUmMs 3pgpekmuBHoCmMb mpaHcdysuu mpombéoyumos, 0o-
JKeH 6bImb Npou3BedeH Noocyem ux KoauYyecmsaa 8 nepBbiii yac
nocne nepenusaHus. ¥ nayueHmos co cnaeHomezanueli sgpex-
muBHOCMb mpaHc@y3uu mpomboyumos byoem CHUXeHa u3-3a
UX NOBBIWEHHO20 Pa3pyeHUs.

penapamos, Komopbie MO2ym ycuaums mpoméoyumone-
HUO UAU yXyouwums GyHKUYUI neyeHu, Heobxooumo usbezamso
(HIMBC, npombiBaHue 2enapuHOM Hampusi UHMPAaBEHO3HbIX AUHUL
u Kamemepos).

Momumo ocnosxHeHul u 3ampam, cBA3aHHbIX C NPOPuAaKMU-
YeCcKUM nepeauBaHUeM Npenaparmos KpoBU, eCmMb euje HECKO/bKO
apa2yMeHmoB npomus nodobHol npakmuku. [Tepsbili — 3¢pgpek-
musHocmb mpaHcgy3uu C3/1 u KoHyeHmpama mpomboyumos
C yenbto npedynpesxoeHus KpOBOMeYyeHUsA HUKo20a He bbina
npodemoHcmpuposaHo [91]. Bo-Bmopbix, N0AHaA HOpMaNu3ayus
N1abopamopHbIX NapaMempoB y NayUeHMmMoB C YUPPO3OM neyeHu
peodko docmuzaemcs Ha poHe BBeOeHUS KOHY,eHMpamos MpoM-
6oyumos u C311[86, 92].

TaKxe Heob6x00UMOo NOMHUMB, 4mo npu X3[1 cyujecmsyem
PUCK BeHO3HOU mpomM603M60aUU, neYyeHoYHas KoazyAonamus
He Mo)xem paccMampuBambCs Kak pakmop, CHuxxarowull puck
ee BO3HUKHOBEHUS.

AxkmuBayus ¢ubpuHoausa mpyoHo noddaemcs KoppeKyuu
Ha KoHeyHol cmaduu ne4eHoYHol namonoauu. TeM He MeHee
aHMUPUOPUHONUMUYECKUE BEW,ECMBa, MaKue Kak aMUHOKanpoHo-
Bas KUC/I0Ma, mpaHeKcaMoBas KUC/10Ma, yMeHbWarom o6bem UH-
mpaonepayuoHHoli KpoBonomepu u nompe6Hocms 8 mpaHcgysuu
npenapamos Kposu y nayueHmos ¢ namosnoaueli neqeHu [95, 96].

PexombuHaHmHbili pakmop Vlla (rFVila) nokaszan cHuxeHue
KpoBonomepu npu mpaHcnaaHmayuu nedexu [97], Ho paHoomu-
3UpOBaHHble KAUHUYECKUE UCCNe00BaHUS He 00Ka3aau CHUXEHUS
nompebHoCMu B nepeauBaHuUU Npenapamos KpoBU, HeCMoOMps
Ha 3HayumenbHoe cokpauweHue [1TB [98-99].

4.4. YpeMunyeckas Koarysionatus

I'emopparnyeckre OCIOXKHEHHA Y4aCTO BCTPEYAIOTCS
y HaIlMeHTOB C XPOHUYECKOU U OCTPOH IT0YeYHOH HeJ0CTa-
TOYHOCTBI0. CyIIecTByeT psij HOAXO/AO0B K CHIDKEHHIO PHCKA
KpPOBOTeUYeHNUS IIPH NOYEYHOH HeJOCTATOYHOCTH:

1. IToueunas 3aMeCcTHTeNIbHASA Tepanus (IIepUTOHea Ib-
HBIH IMaIN3 WA TeMOAMAIN3) YIydiaeT QYHKIUI0 TpOMOO-
IIUTOB IIyTeM yAQICeHHUA ypeMHIeCKUX TOKCHHOB [100, 101].

2. Koppeknua anemuu npu XITH spurponostunom
IIOMOraeT IpejOTBPATUTh YPeMHYECKOe KPOBOTEUYCHHE.
VBe/mueHne KOJMIECTBA IPUTPOLUTOB CIIOCOOCTBYET HOP-
Mau3anyuy (PyHKIUE TPOMOOLIUTOB.

3. KpronpenumuTaT HCI0/Ib30BICS AL IeYeHU ype-
Mudeckux KpoBoredeHuit. OH s pexTuBer yepes 1 4 mocie
nH}Yy3HUU, ¢ MAKCUMaIbHBIM 3 deKToM B pegenax 4-12 4.
ITpumepno y 50 % ypeMHUIeCKUX MAIJIeHTOB KPHUOIIPELIAIIN-
tar HeaddekTuseH [8].

5. KoHbIOTHpOBAaHHBIE 3CTPOr'eHbI MOI'YT YMEHBIIUTD
KpPOBOTEUEHHE ¥ YPEMUIECKUX ITAIIMEHTOB, 0COOEHHO IpH
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JKeJTyZ09HO-KUIIEeYHOM U BHYTPUIEPEIHOM KPOBOTEIEHUI
WU TIPH OOLIMPHOM OIIePAaTHBHOM BMelnaTebCTBe [102].

6. TpaHekcamMoOBas KHCJ0Ta COKPAIaeT BpeMsa KPOBO-
TeYeHHA y YPeMUYeCKHX ManueHToB. OHAKO OHa HAKall/IH-
BaeTCA Y MAIMEHTOB C IOYeYHOU HeOCTATOYHOCTBIO U HET
HUKAaKUX ZOKa3aTeJbCTB ee IPeBOCXOACTBA Haj APYTHMHU
BuZamMu Tepanuu. I103TOMy BOIPOC 00 HCIIOIB30BAHUU
TPaHEKCaMOBOW KHCJIOTHI CAeAyeT PAaCCMaTPHBATh TOJIBKO
B OCTPOH CHUTYAI[UH, KOT/Ia APYIHe MeTO/bI JIedeH s OKa3a-
ek HeaddexruBHbIMU [100].

4.5. TpaBMaTMyecKas KoarysonaTtumsa

PekomeHaauus 24. Y naumeHToB C MaCCMBHOM KpoBOMoTe-
pel pekoMeHayeTcs cTapToBas TpaHcdy3ma C3I1 B COOTHO-
weHum ¢ sputpoumtamu 1:1[103, 104] (Y44 — 3, YYP — B).

PexkoMeHpauma 25. Y nauneHTOB C MaCCMBHOW KPOBOMO-
Tepel pekoMeHayeTcA BBegeHve C3I1 ansa nogaepxanus
ypoBHA NTB n AYTB He Bbiwe 1,5-KpaTHOro yseanyeHms
OT HOpMa/bHOro AnanasoHa [105] (Y44 — 2, YYP — B).

PekomeHpgauusa 26. Y nauymeHToB 6€3 3Ha4YUTE/NbHOrO
KpOBOTeYeHUs He peKkoMeHayeTcs nepenvBaHue C3I1
[105] (YA4 — 2, YYP —B).

Kommenmapuii. Konyenyusa Damage Control HayeneHa
Ha 6bIcmpyIo KOpPeKyur mpasmamuyeckoll Koazynonamuu
nocpedcmBom paHHe20 BOCNOANHEHUS hakmopoB cBepmMbiBa-
Hus KpoBu. [T00X00AWUM 0415 3M020 CpeICMBOM ABASEMCSA
CBeJ)Ke3aMOpOIKeHHas naasma, Komopas cooepixum npu-
6au3umensHo 70 % HOpMasbHO20 YPOBHA BCEX hakmopoB
cBepMbIBaHUS KPOBU.

Mpednazaemcs Ha4yuHame mpaHc@y3uro npenapamos Kposu
Y hayueHmoB ¢ MaccuBHoli KpoBonomepeli Hemed1eHHO, He 00~
JKUOAACh pe3yibmamos Koa2yAayuoHHbIx mecmos (AYTB, [1TB,
ypoBeHb pubpuHozeHa u/uau mpombosnacmozpaguu). Ha oc-
HoBaHuu onbima BoliHbl B Vipake B Mae 2005 2. MexdyHapooHas
3KCNepmHas KOHepeHyus No MacCUBHOMY nepenuBaHu0
B AMepUKaHCKOM BOEHHOM UHCMUMyme peKoMeHdoBana Hemeo-
/leHHoe BBedeHUe KOMNOHEHMOB Koa2yNayuu B COOMHOWeHUU
1:1:1 (3pumpoyumei, nnasma u mpomboyumsi) [103, 106, 107].
B cnedyrowue HECKOLKO Iem pempocnekmuBHble OaHHbIE, KaK
BOEHHbIX, MaK U 2paxK0aHCKUX NPaKMUK nokasaau yay4weHue
pe3y/abmamos fie4eHus NayUeHMoB C MaCCUBHbIM KpOBOMeYe-
HueM nocsie NpUHAMUS 0aHHO20 NPOMOKOAA, UCNO/b3YOWe20
paHHee BaedeHue BbICoKoli do3bl nna3mbl [104]. OdHako, Hedas-
Hee paHOOMU3UPOBaHHOE KAUHUYecKoe uccaedosarue y 680 na-
yueHmMoB ¢ mpaBMoli He BbIABUAO HUKaKOU pasHUybl B obuiell
BbI)XKUBaEMOCMU MexK 0y paHHUM BBEOEHUEM NAa3Mbl, MPOMBO-
4yumos u spumpoyumos B coomHoweHuu 1: 1: 1 no cpasHeHur

c ucnosnb3osaHuem omHoweHus 1: 1: 2 [108, 109]. Heobxodumo
NOMHUMb, 4MO, KaK U BCe NPOOYKMbI, NOANYyYEHHbIE U3 Yea0Be-
yecKoli KpOBU, OCA0KHEHUS, CBA3aHHble ¢ npumeHeHuem C3[1,
BK/0Yal0m nepezpysKy 06beMoM, HECOBMECMUMOCMb, nepe-
0ayy UHeKYUOHHbIX 3aboeBaHull U annepaudeckue peakyuu.
Ocmpoe nospeskdeHue nezkux — TRALI-cuHOpom sBasemcs
cepbe3HbIM N0604HbIM 3ppekmom mparcgysuu C3M1 [110, 111].

Jost et al. [112] nposenu mHozouyeHmposoe PKU (n=150),
oyeHuBarowee BAUSHUE BBeOeHUS NUOPUAU3UPOBaHHOU NAa3Mbl
Ha 0020CNUMabHOM 3mane Ha pUCK pa3Bumus mpasmamuyeckou
Koazynonamuu. [NayueHmsl ¢ mpasmMamu 661U paHOOMU3UPO-
BaHHo pacnpedenetbl (1:1) Ha 2pynnbi, B KOMOPBIX OHU NOAYYaNU
Au60o AuodunusupoBaHHyr naasmy (uccnedyemas epynna),
Au6o 0,9 % pacmsop NaCl (koHmpons). CpedHue 3HayeHus
MHO, nompebHocmsb B MaccusHol mpaHc@py3suu u 30-0HeBHas
BbIXKUBaeMOCMb 6blAU cONOCmaBuMbl B 0b6eux 2pynnax. Takum
06pa3oM, nepenuBaHue AUOPHUAUIUPOBAHHOL NAa3Mbl ABASEMCS
6e3onacHoll, Ho He npuHocswell 00CMoBepPHOU No/b3bl NPOyEdy-
poli 02157 0aHHOU Kame20puu nayueHMmos.

PekomeHgauma 27. Y naumeHTOB C TPaBMaTMYECKON Koa-
rynonatmein peKoMeHAyeTca COBMeCTHOe BBeJeHe CBe-
YKe3aMOpPOXXeHHOM MaasMbl U KOHL,EHTpaTa NpOTpoOM6U-
HoBoro komrsiekca [113] (Y44 — 2, YYP — A).

Kommenmapuii. Kao et al. [113] nposenu cucmemamuyeckudi
0630p u MemaaHanus 3 uccnedosaruli (n=840), cpaBHuBarOUUX
1) coemecmHoe 8eedeHue C3[1u KoHYyeHmpama npompom6uHo-
Bozo komnaekca (KIK) u 2) seedeHue monsko C3I1y nayueHmos
¢ mpaBmMamudeckol koazynonamuell. B nodzpynne C3[1+ KK
ypoBeHb AemanbHocmu 6bin docmosepHo meHbuwe (OLL 0,631,
95% /1M1 0,450-0,884, p=0,007). Kpome mozo, Bpems KoppeKyuu
MHO makxe 6b110 Kopoue 8 nodepynne C3I1+ KIK (pazHuya
cpedHux 3HayeHuli — 608,300 muH, p < 0,001), B mo Bpems
KaK CKOpoCmb KoppeKyuu He nokazana pasauduii (p = 0,230).
Ipynna C31 + KIK c meHbwell BepossmHocmbto mpeboBana
nepesugaHus 00HOPCKUX s3pumpoyumos (p < 0,001) u C311
(p < 0,001), Ho He mpomboyumos (p=0,615). Yacmoma pazsumus
mpom603a 2/1y60KUX BeH bbl1a CONOCMaBuMa B 0beux 2pynnax
(p=0,460). Takum 06pa3oM, no cpasHeHuto ¢ mpaHcPy3uel
mosnbko C3[1, BeedeHue C3[1+ KIK npodemoHcmpuposano
AYHWYI0 BbIXKUBAEMOCMb U OMCYMCMBUE NOBbLIWEHUSA 4aCmo-
Mbl MPOM60IM60ONUYECKUX OCNOIKHEHUU Yy 0aHHOU Kamezopuu
nayueHmos.

PekomeHpaumsa 28. Y naumMeHTOB C TpaBMaTUYECKUM KpO-
BOTEYEHMEM W/IN NPU PUCKE TAXKENOFO KPOBOTEYEHMS pe-
KOMEH/ZYeTCA KaK MOXHO paHblle BBECTU TPaHEKCaMOBYHO
KUCNIOTY B Harpy3o4How gose 11 B Te4eHne 10 MUH € no-
C/leAyOLLMM BHYTPUBEHHbIM BBeAeHNeM 1T B TeyeHue 8 4
[74,114-116] (YA4 —1, YYP — A).
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PEKOMEHALINM

PexoMeHpauma 29. Y nauMeHTOB C TpaBMaTU4YeCKUM KpO-
BOTEYeHMEM, B TOM Yncie y naumeHToB ¢ YMT, pekoMeH-
[yeTcs BBECTM TPAaHEKCAMOBYIO KUC/IOTY B TeyeHue 3 Y
roc/ie TpPaBMbl, Xe/laTe/IbHO Ha AOroCnMTasIbHOM 3Tane
[117-120] (Y44 — 2, YYP — A).

KommeHnmapuii. TpaHeKkcamoBas KUCA0Ma — CUHMemuyecKud
aHas02 AU3UHa, Komopblill ABAAEMCA KOHKYPUPYOWUM UH2U-
6umopom npogubpuHoauzuHa. [pumeHeHue mpaHeKcamoBoli
KUC/1I0MbI Y NayUueHmoBs, N00Bep2aloUUXCA HeKapOUoXUpypauye-
CKUM OnepamuBHbIM BMewameibcmsam, 00CMOBEPHO CHUXKaem
06bemMKpoBONOMepU U pUCK NOBMOpHo20 KposomeyeHus [121].

WccnedosaHue no KAUHU4eCcKol paHooMu3ayuu aHmugduépu-
HOAUMuUYecKol mepanuu Npu 3Ha4Uume NbHbIX KPOBOMeYeHUAX
(CRASH-2) oyeHuBano BausiHue paHHe20 BBeOeHUs KOPOMKO020
Kypca mpaHeKcamMoBoli KUC/I0MbI Ha CMEPMHOCMb, MPOM603 CO-
Cy00B, U Ha3Ha4eHUe nepe/uBaHuUs KOMNOHEHMOB OOHOPCKOU KPo-
BU Y NayueHmMoB C KpPOBOMEYEHUEM U/U PUCKOM 3Ha4UmeIbHo20
Kposomeyetus npu mpasme [114]. bbino paHdomu3suposaro 20 211
B3POC/IbIX NAYUEHMOB C KDOBOMEYEHUEM NPU MpasMe U/U C PUCKOM
3HayuMe/IbHO20 KPOBOMeYeHUs Ha oHe BBEOeHUS MpaHeKcamMoBoU
Kucoms! (Hagpy3o4Has do3a 12 8 meyeHue 10 MuH ¢ nocaedyrowseli
uHgy3uell BHympuseHHo 12 8 meyeHue 8 4) u COOMBEMCMBEHHO
nnayebo c BBedeHUEM mMpaHeKcaMoBOL KUC0MbI B meyeHue 8 4
nocne mpasmbl. [lepBut4HbIM UCXOOOM bbiNa 20CNUMabHasA cMepm-
Hocmb B meqeHue 4 Hed. nocie mpasMbl. Obwas nemanbHOCMb
6blna 3Ha4UMeNbHO yMeHbWeHa Npu BHYMpPUBEHHOM BBeOeHUU
mpaHeKcamoBol Kucnomsi Ha 1,5 %, a puck cMepmu u3-3a KpoBo-
meyeHus 6b141 3Ha4UmMebHo cHuxeH Ha 0,8 % [122,123].

AHanu3 nodzpynnbi daHHbIx CRASH-2 nokasanu, Ymo paHHee
neyerue (< 14 nocne mpasmbl) 3Ha4UMENLHO YMeHbWaA PUCK
cMepmu u3-3a KposomeuyeHusa Ha 2,5 %. [pu Ha3Ha4YeHuu B Cpo-
Ku om 100 3 4 puck cMepmu u3-3a KPOBOMEYEHUS YMEHbUWUACA
Ha 1,3 % [117]. Roberts | et al. mak»xe nokasanu, 4mo HazHayeHue
mpaHeKcamoBoU KUC0MbI Cnycms 3 4 0m Hayana KpoBOMeYeHus,
nosbiwaem puck cmepmu om KposomeyeHus Ha 1,3 %. ABmopsi
OaHHoll pabomsi cuumarom, Ymo paHHee BBeOeHUe mpaHeKcamo-
Boli Kucaomsl y nayueHmos ¢ OMK 0oxHO HazHa4ambCs euje
Ha 0020CNUMabHOM 3mane, U OHU PeKOMeHOYOM BKAOYUMb
B NPOMOKO/1 BeOEHUSA NaLUEeHMOB C KpOBOMeYeHUeM npu mpasme
BBedeHUe MpaHeKCcaMoBoll KUCI0MbI Ha MeCme NoayYeHuUs mpas-
Mbl. Ecu mpaHeKcaMoByr KUC/A0MYy BBOOUMb MO/LKO NO NPO-
MOKoNy MaccusHOU mpaHCc@y3uu uau UCNoAb30Bamb MOALKO
Y NayueHmMos, KAUHUYECKU OUEHEHHbIX KaK NayUeHIMoB «N0BbI-
WeHHO20 pUCKa», Mo 1Iema/bHbIll UCX00 CHUUMCA B npedenax
40 % [124]. [1ns nony4eHus MakcumanbHo20 3gdekma om npu-
MeHeHUA mpaHeKcamoBoU KUCA0MbI, ee ciedyem HazHavyamb
BCeM nayueHmam ¢ mpasmoli U 3Ha4umes1bHbIM KpOBOMeYeHUeM.
Takum ob6pa3om, BHympuBeHHoe BBedeHue mpaHeKcamoBoll
KUCN10Mbl 00/XKHO 6bIMb YaCMbIO 20CNUMaNbHO20 NPOMOKONa
no BedeHUo BCeX NayueHmMoB C mpaBMoli, a He MOAbLKO NPOMo-
Kona nedyeHus «msxenoll kpogonomepu» [12, 125, 126].

B 2018 2. Gayet-Ageron et al. B ceoeli pabome nokasanu,
umo aHMu@dubpUHOAUMUYECKOE NIeyeHUe MPpaHeKCcamMoBoU
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Kucnomoli 3phekmuBHO CHUXKaem KpoBonomepro, 06beM 2e-
MompaHC@y3uoHHOU mepanuu 0OHOPCKUMU KOMNOHeHMaMu
KpoBuU U npedomspauwjaem nemasbHble UCX00bl Yy NayueHmMosB
nocne kapouoxupypau4eckux onepayuti, npu maxxenoli mpasme
Uy nayueHmoK c N0caepodoBbLIMU KpOBOMeYeHUAMU. ABMOPbI
ommedyarom, Ymo pAd uccedosaHull, B YaCMHOCMU y NayUeHMoB
C mpasMoli, noKasanu, 4mo 6os1ee paHHee BBeOeHUe MpaHeKca-
MoBoli Kuciomsl (B nepssie 3-6 4 noc/ae Havyana KpoBoMmeyeHus)
60/1ee BbI200HO. B cBOEM Mema-aHasu3e Npu BbINONHEHUU PaH-
00MU3UPOBaHHO20 KOHMPOAUPYEMO20 UCCNED0BaHUA aBMOpPbI
usyqunu 6osnee 40 000 nayueHmMoB ¢ OCMPLIM CUNbHBIM KPOBO-
meyeHueM B N0C1€EpOJOBOM NEPUOOE U NAUUEHMOB C MAXKENbIMU
mpasmamu. OmmeyeHo, 4mo paHHee BHympuBeHHoe BBedeHuUe
mpaHekcamoBoli Kucnomel y nayueHmos ¢ OMK 6bi10 cBA3aHO
C NpeuMyw,eCmBOoM BbI)KUBaHUA. B 2pynne nayueHmos 66110
3558 cmepmedi, uz komopbix 40 % 6biAU BbI3BaHbI KpOBOMeYe-
HueM, a mpaHeKCaMoBas KUC/0Ma 3Ha4yume IbHO yBenu4usana
o6ujyto BbixuBaemMocms (omHoweHue warcos 1,2, 95%-ii do-
sBepumesnbHsili uHmepsan [95% AN] 1,1-1,3). HemedneHHoe
BHYMpUBEHHOE BBEOEHUE MPaHeKCaMoBOU Kucaomsl (8 nepBbiii
Yac nocse Ha4ana KPOBOMeYeHUSs) 6biN0 CBA3aHO C yBENUYEHUEM
BbIuBaemocmu 6osee yem Ha 70 % (omHoweHue warcos 1,7,
95% AN 1,4-2,1). ABmopbi 0aHHO20 UCCAEI0BaHUS NOOCHUMANU,
umo 3¢pghekmuBHOCMb NPOPUAAKMUKU CMEPMU NPU NOMOWU
BHYMpUBEHHO20 BBEJeHUS MPaHeKcamMoBOll KUC0MbI CHUXKaNachb
Ha 10 % 3a kaxxoble 15 MUH 3a0epIKKU Ne4eHUs B medyeHuu 3 4,
nocne ye2o 60/1bUe He OKa3bIBaN0 NONOKUMENbHO20 Sppekma
0om BBedeHUA MpaHeKCcaMoBOU KUCA0MbI NPU CHUXKEHUU PUCKa
cmepmu. [Tpu 3moMy nayueHmos, NoNyYaBuwux aHmMu@dubpuHo-
umMuYecKoe neyeHue, He Hab/1100aNoCk yBeauYeHUs MPoMbo-
aMB0U4ECKUX 0CNO0KHEHU. [JaHHOe uccnedoBaHuUe, NOKa3biBako-
wee, 4mo BBedeHUe aHMU@PUOPUHONUMUKOB C1edyem HaqyuHams
KaK MOJKHO CKopee C MOMeHMa Ha4yana KAUHUYECKO20 NPOSABAEHUS
OCHOBH020 KpoBOMeYeHUA. JleueHue aHmugdubpuHoaumMuKamu
OMHoCUMenbHO NPoCcMo, deweBo U, N0-BUOUMOMY, He CBA3aHO
C Cepbe3HbIMU HexKenameNbHbIMU OCN0KHEHUAMU OM maKol
mepanuu. Takmuka paHHe20 BBeJeHUA mpaHeKcaMoBOU KUCA0MbI
00/1)KHa NPUMEHAMbCSA C HaUMeHbWel BO3MOXXHOU 3adepiKKol
Y NAYUEHMOoB ¢ KpynHbiM KpoBomedeHueM [127].

Julyetal. [118] nposenu cucmemamuyeckudi 0630p u MemaaHa-
Au3 uccnedosaHull 3pgpekmusHoCmMu U 6e3onacHOCMU NPUMEHEHUS
mpaHeKcamMoBoU KUCA0MbI NPU YepenHo-mMo32080( mpasme (7 uc-
cnedosaruti, n=30522). [pumeHeHue mpaHeKcaMoBoUi KUCAOMbI
661710 aCCOYUUPOBAHO CO CHUXKeHUem cmepmHocmu (OP 0,92
(0,88-0,97), p=0,002; 12 =0 %) u 2eMoppacu4eCcKux ocA0MHeHul
(OP 0,79 (0,64, 0,97), p=0,03; 12 =0 %) y daHHoli Kamezopuu
nayueHmos. [Tompe6HoCcMb B HelipoXUpPYp2UHECKOM BMEWame lb-
CmBe, PUCK ULIEMUYECKUX COCYOUCMbIX OCAOXKHEHUl, mpombo3a
2ny6okux BeH, TIJIA, uHcyibma u uHgpapkma Muokapoa, — bbiau
conocmasumsi B uccaedyemoli u KoHmpobHoli (nnaye6o) 2pynne.

NCuNoH-aMUHOKaNpOHOBas KUCA0Ma maKKe Moxem bbimb
UCno/ab30BaHa B mex cAy4asx, Koada mpaHeKcaMoBas Kucaioma
HedocmynHa. INCus0H-aMUHOKaNpOHOBAas KUC/0ma sBasem-
€5 MaKxXe CUHMeMmuYeCKUM aHa/s1020M NU3UHA, aKMUBHOCMb
Komopozo 8 10 pa3 cnabee, 4eM mpaHeKCaMOBOU KUCAOMBbI.
Ee npumeHsatom B Hazpy3o4Hol do3ze 150 m2/ke, c nocnedyroujeli
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HenpepbiBHOU UHPy3uel 15 m2/ka2/4. AnpomuHuH npomusono-
Ka3saH y nayueHmos C KpoBomeyeHueM BC1edCmaue mpasMmbi.

PekomeHpgauma 30. MNauuneHTaM, y KOTOPbIX KpoBOTe-
YeHue COMpOBOXKAAeTCA TPOMB03/1aCTOMETPUYECKUMU
npusHakamm yHKUMOHanbHOro geduunta GU6PUHO-
reHa WavM naasMeHHbIM ypoBHeM $ubpUHOreHa MeHee
1,5-2,0 r/n, pekoMeHgyeTcA TpaHCyY3nA KpUonpeLmnu-
Tata (6-12 403); HEO6XOANMOCTb BBEAEHWA MOBTOPHBIX
[,03 perympyeTcs 1abopaTOpHOI OLLEHKOIN YPOBHA ¢u-
6pvHoreHa navM TpoM6031acTOMETPUYECKUM KOHTPOIEM
[128-130] (Y44 — 3, YYP — B).

Kommenmapull. ®ubpuHo2eH — KOHeYHbIli KOMNOHEeHM B Ka-
CKade Koazynayuu, AuzaHo azpezayuu mpomM6oyUmMos, NO3MoMy
ABASeMCs BaKHbIM hakmopom 3¢ppekmusHoli Koazynayuu
u pyHKyuu mpomboyumos. lunogubpurHozeHeMus — 06bI4HbIL
KOMNOHEeHM KOMNAEKCHbIX KOazysnonamud, CBA3aHHbIl ¢ Mac-
CUBHbIM KpOBOMeEYeHUeM.

lMpumeHeHue KoHyeHmpama dubpuHozeHa (peKomeHdy-
emoe 8 Espone u CLLIA) nod koHmposnem mpomb6osnacmome-
mpuu B co4emaHuu ¢ Opy2umu NpooyKmMamu KpoBU yMeHbWANo
CMepMHOCMb N0 CpaBHeHUO € npednonazaemoli, CHUXKano no-
mpe6HOCMb B ann02eHHbIX NPOOYKMaXx KPOBU U yBEAUHUBANO
30-0HeBHy!0 BbIxKuBaeMocmsb. Ciedyem ommemums, Ymo B Ha-
cmosujee Bpems KOHUeHmpam pubpuHozeHa He 3ape2ucmpupo-
BaH B Poccutickoli ®edepayuu. AnibmepHamuBsol eMy ABasemcs
doHopckuli kpuonpeyunumam [12, 125].

JlokasaHo, 4mo KoHyeHmpayus ubpuHozeHa cHuxaemcs
Y MHO2UX NayueHmoB, KOMopbie NEPEHeCU MSAXKeANYI0 KPOBONO-
mepto, HU3KuUll ypoBeHb pubpuHo2eHa cBA3aH ¢ 6o1ee BbICOKOU
nompe6HOCMb 10 B 2eMOMPaHC@Hy3UOHHOU mepanuu U yBenuyeHu-
emaemansHocmu [131]. B cayyae nocepodoso2o KpoBomeyeHus
HU3Kas KOHYyeHmpayus gubpuHozeHa B n1a3me KpoBU ABASEMCA
2/1aBHbIM NPeQUKMOPOM HebazonpusmHozo ucxoda [132].

VccnedosaHue, BbinonHeHHoe Stinger H.K. et al. nokasano,
umo Bo3MeujeHue deduyuma gubpuHo2eHa npu MaccuBHoU Kpo-
BONomepe Moxxem yMy4uwums BbXKUBaEMOCMb NAUUEHMOB NpuU
60eBbix paHeHusx [133]. B mupHoli o6cmaHoBKe KOppeKyus ypos-
HA pubpuHO2€eHa Ha 0CHoBe OaHHbIX T yMeHbWUN0 06beM 2eMo-
mpaHcPy3uu annozeHHbIx OOHOPCKUX KOMNOHEHMOB Kposu [128,
134, 135]. PempocnekmusHsie 0630pbi uccnedosaruli Schéchl
H. et al. u Shaz B.H. et al. no BedeHuro maccusHol Kposonomepu
Y nayueHmoB ¢ mpaBMoli MaKsxe NoKasanu CHUXKeHUe 1emasb-
Hocmu [128] u ysenuyeHue 30-0HeBHol Bbixusaemocmu [129].

Morrow et al. [130] cpasHuau KoHyeHmpayuto pubputo-
2eHa, CKopocmb 06paszoBaHuUA NAa3MUHa U aKmuBHOCMb He-
KOmopbix pakmopos CBEpMbIBAHUSA Y NALUEHMOB C maxenol
mpasmoli, Komopbie noay4anu Aubo mpaHchysuro kpuonpeyu-
numama (2pynna 1), au6o koHyeHmpama gubpuHozeHa (2pynna
2). KoHyeHmpayus gubpuHozeHa bbina 3Ha4UMeNbHO Bblwe
ucxodHoli nocne mpaHcgysuu B obeux 2pynnax. Ckopocms obpa-
30BaHUsA NAa3MuHa CHUXXanach 8 1,5 pasa nocne mpaHcgysuu Kpu-
onpeyunumama, Ho ocmasanack Heu3MeHHoU nocae mpaHcgysuu
KoHueHmpama gubpuHozeHa. AkmusHocms PAI-Tu pakmopa Xl

makKe yBeau4uBanach Noc/ae mpaHcgysuu Kpuonpeyunumama,
HO 0CcmaBanack HeusmMeHHol noc/e mpaHcdy3uu KOHyeHmpama
PubpuHozeHa. Mukpockonuyeckuli aHaau3 nokasas, 4mo Kpu-
onpeyunumam ay4we BocCmaHagAuBan cmpykmypy gubpura
u npuBoOUA K 06pa3oBaHuto 6osiee cMabuabHO20 U NAOMHO20
C2yCmKa, 4eM KoHyeHmpam gubpuHozeHa.

Ziegler et al. [136] nposenu mHozoyeHmposoe PKU (n=53)
C Uenbr oueHKU 3pdexmuBHoCMuU do20CcNUManbHO20 BBeOeHUS
KOHUeHmpama gubpuHozeHa y nayueHmos ¢ mpasmoli U KAUHUYe-
CKU IBHBIM 1U60 NOO03peBaeMbIM KpoBomeyeHueM. MakcumanbHas
NnAOMHOCMb C2YCMKa, oyeHuUBaemMas C nomoujbro aHanu3a FIBTEM,
U KOHYeHmpayus gpubpuHozeHa 6b11u 00CMOBEPHO Bbille B UC-
cnedyemoli 2pynne no cpaBHeHUIo C KOHMPO/bHOU (nnaye6o).

PekoMeHpgauma 31. Y naymeHToB C MacCMBHOM KpOBO-
rnotepen pekoMeHayeTca TpaHcpy3na TpoMbOLUTOB
O/19 NOAJEPaHUA UX YPOBHA Bbiwe 50 x 109/a [137]
(Y4n—3,Yyp —B).

PekomeHpaumna 32. Y nayMeHToB C NPOAO/MKAOLWMMCA
KpoBoTeyeHneM n YMT peKkoMeHAyeTCA NoAAepXnBaTh
ypoBeHb TpoM6oumToB Bbiwe 100 x 109/ [138] (Y44 — 3,
YYP —B).

PekomeHpgaumna 33. lpu TpaHchy3um TpoMOGOLMTOB
peKoMeHAyeTCs B KayeCTBe CTapTOBOM Tepanuu BBO-
AUTb 4-8 7103 KOHLLeHTpaTa TPOMOOLMTOB, NOYYEHHbIX
13 A03bl KPOBU, OO OAHY A03Yy KOHLLEHTpaTa TpPoM6o-
LIMTOB, MOJTy4eHHYI0 MeToA0M adepesa, Mb0 nyAMpoBaH-
HbII KOHLeHTpaT TpoMboumTos [139] (Y44 — 3, YYP — B).

PexkoMeHpaumsa 34. lNaymeHTaM C MaCCMBHOM KpOBOMOTe-
peri uan YMT, KoTopble MONyYa M aHTUTPOMBOLUTapHbIe
Cpe/ACTBa WM y KOTOPbIX 3apervcTpupoBaHa AUChYHKLMA
TpPOM6OLMTOB, peKoMeHAyeTcs TpaHcPy3na TpoMboLm-
T0B [140, 141] (YA4 — 3, YYP — B).

KommeHnmapuii. MicmopuydecKu cA0XUA0Ch MaK, 4mo mpaHc@y3us
OOHOPCKUX MPOMBOYUMOB bbla OCHOBaHa Ha KpUMUYECKOM NOpO-
2e Konudecmsa mpomboyumos. CountsR.B. etal. npocnekmusHom
uccnedoBaHuU, npoBedeHHOM Cpedu NayueHmMoB C MacCuBHol
2eMompaHcgysuell, BbIABUAU, YMO KONUYECMBO MPOMEOYUMOB
< 700 x 10%/n ABAsieMCA NOPO20BbIM MapKEPOM 015 QUPPy3HO020
KposomeyeHus [142]. Ciavarella D. et al. 8 caoem uccaedoaHuu no-
KasaAu, 4mo Konuyecmso mpoméoyumos < 50 x 10%/n asasemcs
Haub6osee yyBcmaumeAbHbIM 1a60pamMopHbIM NPEOUKMOPOM
kposomeueHus [143]. Stansbury L.G. et al. nokasanu B ceoem uc-
c1e00BaHUU, YMO HU3KUU ypoBeHb MpoMBOLUMOB y NayueHmos
¢ mpaBmoli AB/17emMC A NPeOUKMOPOM yBeAUYeHUS AemanbHoCmu
[137]. Johansson P.1. et al. max e nokaszanu s ceoeli pabome, 4mo
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Ha3Ha4eHue JOHOPCKUX MPOMBOLUMOB Y NauyUeHMOoB C MacCUBHbLIM
KpoBomeyeHueM U3-3a pa3pbiBa aHeBPU3Mbl 6PIOWHOU aopmel
yBenuyuno suixusaemocms ¢ 30 00 45 %, a ecnu Koau4ecmso
mpomboyumos 610 MeHee 50 x 10°/n, mo nemanbHOCMb nayu-
eHmoB ysenu4usanack 00 69 % [144].

P50 uccnedoBaHuli NOCBAWEH U3y4eHUI0 KOPPENAUUU KOAU-
Yyecmaa MpPOMBOYUMOB U MAXKECMU BHYMPUMO320BbIX KPOBOU3-
AnusHully nayueHmMoB ¢ 4epenHo-mo32080li mpasmoll. BeisiBaeHo,
umo y nayueHmos ¢ 3akpbimsimu YMT, Koauyecmso mpomboyu-
mog meree 100 x 10%/1, ABAseMCA HE3aBUCUMBIM NPEOUKMOPOM
npozpeccuu BHympuyepenHbix KpoBou3AuaHuUl no daHHIM CKT
20/10BHO20 M032a, He06X00UMOCMU HelipoXUPYp2UYECKO20 BMe-
wamenbCmBaa u ygeauyeHus nemaasHocmu [138].

o361 0m yembipex 00 BOCbMU €OUHUY, OOHOPCKUX MPOM6O-
Yumos, KaK npasu/0, 00CMamo4Ho, 4mobbi obecnequms 2eMo-
Cmasy nayueHmos c mpombouyumoneHueli npu KpoBomeyeHuu
U, KaK npasus0, N03B0/ISieM yBeAU4UMb KOAUYeCmBso mpom6o-
yumos Ha 30-50 x 109/ [139].

Vimetomcs uccnedoBaHuUs B NOOOEPIKKY 3Ha4UMOU poau ouc-
PyHKYUU MPOMBOLUMOB B Namogu3uoao2uu mpasmamu4eckol
Koazynonamuu [140, 141]. Wohlauer M.V. et al. o6Hapyuau npu
nomowu aHaau3sa T3l 4mo ucgyHKyus mpomboyumos npucym-
CmByem y nayueHmoBs nocae mpasMbl euje 00 CyujecmseHHol
UHEY3UOHHOU mepanuu uau nepeauBaHuUs KOMNOHEHMOB OOHOP-
CKoU KpoBU, YMO yKa3biBaem Ha NOMeEHYUanbHyto posb paHHell
2emMompaHc@y3uu OHOPCKUX MPOMBOUUMOB npu npoBedeHUU
NpomuBoOWOKOBbIX MeponpuAmMull y nayueHmos c Koazysnona-
mueli npu mpasmamuyeckom kposomeyeHuu [141].

PaHHee, «npogunakmuyeckoe» saedeHue MpoMboOyLUMOB
Y NayueHmMoB C MaCCUBHLIM KDOBOMEYEHUEM, Y KOMOPbIX euje
Hem mpom6oyumoneHuu, agasiemcs cnopHsiM. Hiippala S.T. et al.
doKaza/u, Ymo ypoBeHb mpomMboyumos 50 x 109/ MOIKHO 0XKu-
dams, Ko20a npubausumensHo 0sa OL|K 6ydym 3ameuwjeHbl UHPY-
3UOHHBIMU pacMBOpaMu UAU KOMNOHeHMamu OOHOPCKOU KpoBu
[131]. Caedyem ommemums, ymo 8 psde uccaedoBaHuli 66110
NoKa3aHo CHUXKeHUe iemanbHocmu u msxecmu [1OH 6aazodaps
azpeccuBHOMy ucnob3osaruro C3I1u doHOPCKUX mpomboyumos
[145, 146]. OdHako, dokazamenibCcmBa 015 BKAOYEHUS PaAHHE20
npogunakmu4eckozo nepesuBaHus 0OHOPCKUX MPOMBGOYUMOB
B NPOMOKOA MaccusHol mpaHcgy3suu saBasromcs cnaboimu [147].

PekomMeHgauma 35. Y naumeHTOB C MaCCMBHBIM KPOBOTe-
YeHVEeM peKOMeHAYeTCA UCMONb30BaTb KOHLLEHTPAT Mpo-
TPOMOBMHOBOrO KOMIJ/IEKCA AN CPOYHOIO MpepblBaHUA
[eMCTBMA NepopasbHbIX aHTUKOAry/IIHTOB — aHTarOHU-
cTos BuTamuHa K [148, 149] (Y44 — 2, YYP — A).

PekomeHpauua 36. MaymeHTaM C MacCMBHbIM KpOBOTe-
YeHWeM, MOy4aBLIMM MepOpasibHble MHTMBUTOPbI daK-
Topa Xa (puBapokcabaH, anukcabaH), peKoMeHayeTcs
BBe/leHMe TPaHeKCaMOBOW KMCOTbI B fo3e 15 Mr/kr B/B
1 BbICOKMX 403 (25-50 ME/Kr) KOHLeHTpaTa npoTpoM6u-
HoBoro Komnsiekca [150, 151] (Y44 — 2, YYP — A).
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PekomeHpauma 37. MNauueHTaM C MacCMBHBIM KPOBOTEYe-
HWeM, MoNyYaBLUMM gaburaTpaHa STEKCUAAT, pEKOMEHAY-
eTcA BBeAEHME aHTMAOTa naapyumsymaba B gose 5 r B/B;
B C/ly4ae ero HeJoCTYMHOCTM — TPaHEKCaMOBOM KMC/IOTbI
B 403e 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 MeOUYUHCKOU
nomMowu nayueHmam c ocmpoii MaccusHol kposonomepedli
B UCCNedoBaHUAX U 3apybexHbiX peKoMeHdayusax omsooumcs
KoHYeHmpamy npompomburosozo komnaexca (KIK). B Ha-
cmosujee Bpems Ha Pocculickom papMaKon02u4eCKOM pbiHKe
umeemcs HeckonbKo BapuaHmos KK [12, 125, 126].

B psde BbinosHeHHbIX uccaedosBaHull no usyyeruro KKy na-
yueHmos ¢ YMT 6b110 noKa3aHo, 4mo BHymMpuBeHHoe BBeOeHuUe
KTIK npesocxooum mpaHcgy3uro C3I1no 6bicmpome uHakmu-
Bayuu aHmazoHucmos sumamura K [148, 149, 152] u cHuxaem
yacmomy pa3gumus BHympu4yepenHsix 2emamonm [153, 154].
Ha ocHoBaHuu psida npoBedeHHbIX uccnedoBaHuli B KAUHUYECKOL
npakmuxe, 00Ka3blBaloUjUX NPeBOCX00CMBO U 60/1€e BbICOKYHO
appekmuBHOCMb No cpaBHeHUto ¢ mpaHcpysueli C3M1, KIK
cmanu npenapamom Bblbopa 04158 UHakmuBayuu 3pgpekmon
aHmazoHucmos Bumamuta K [155].

B nocnedHue Bpems B KAUHUYECKOU npaKmMuKe WupOoKo uc-
No/Ib3yMCs NPAMbIe NEPOPaSbHbIE aHMUKOA2YNAHMbI 015 npe-
domBpaujeHus BeHO3HbIX MPOMEOIMEOAUYECKUX OCNOKHEHUU,
npogunakmuku pazsumus UHCy/Ibma npu gubpunnayuu npeo-
cepouli, 0CMpPo20 KOPOHAPHO20 CUHOPOMa, @ MaKIKe 015 IeHeHUS
mpom603M601uu Ne204Hol apmepuu U mpomb03a 2/1y60KUX BEH.
OCHOBHbIM DelicmBueM NPAMbIX NEPOPa/bHbIX aHMUKOA2YAAHMOB
ABAseMcsA npaMoe uHaubupoBaHue dakmopa Xa (PusapokcabaH,
AnukcabaH) unu uHeubuposaHue mpombura (JabueampaHa smex-
cunam). B Hacmosujee Bpems Bpayu BCe Yauje CMasnKuBaomcs
C nayueHmMamu, KOmMopble NPUHUMaOM BbluleyKa3aHHbIe npena-
pamsi, Ha poHe mpaBm uau ocmpoli Kposonomepu. B Hacmosujee
BpeMs UMetomcs ony6/1UKOBaHHbIe UCCAe00BaHUS, N0OMBEPIK-
darowjue, Ymo mpex- u yemoipexgpakmopHeie KK, Helimpanusys
delicmBue NpAMbIX aHMUKOa2y/IAHMOB, BAUSIOM Ha yNyUWeHue
2eMocmasa u ymeHbwarom o6bem kposomeyerus [150, 157, 156].

BpemeHHble paMKu, NO3BOAAIOUUE C MUHUMA/bHBIM PUCKOM
BbINOAHAMb pe2UOHapHble MemMoobl aHeCme3uu Npu conymcmsy-
rowem npueme aHmuazpezaHMoB U aHMUK0a2y/IAHMOB, OnucaHs!
8 llpunoxeHuu 9 oHnaliH-BepcuU cmameu.

4.6. CenTnyeckan KoaryaonaTtums

PekoMeHgauma 38. Y nayMeHTOB C CEMNCUMCOM, B TOM
yncne accouumnposadHom ¢ COVID-19, pekomeHpyeT-
CA MPOBOAUTbL OLEHKY COCTOSIHUA CMCTEMbI FreMocTasa
C NMoMoLbio cneunanbHbIX WKaa AnA CBOEBPEMEHHOro
BbIIB/IEHMA Npu3Hakos JBC-cuHapoma [7, 68, 157-162]
(YaA —2,YyP —B).
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Kommenmapuii. Hosseini et al. [157] nposeau memaaranus 37 uc-
cnedoBaHuli pazHo20 duzalina (n=12463), cpasHuBatoWux npo-
2HOCMUYECKYH0 UEHHOCMb WKa/ OYeHKU COCMOSAHUSA CUCMeMb]
2emocmasa SICu ISTH y nayueHmos ¢ COVID-19. MemaaHaau3s
nokasas, 4mo BbicoKue 6asbi no 06eum wkanam (= 5no ISTH
U =4 no SIC) nonoxumenbHO KOppeAUpyrom ¢ MAXKECMbIO 3a-
60/1€BaHUSA U PUCKOM 1emanbHO20 UCX00a.

Iba et al. [163] nposenu 0630p aumepamypsi, kacarowelics
cencuc-uHoyyuposaHHo20 /JJBC-curopoma. []BC npedcmasasem
coboll cucmeMmHyr akmuBayuo CBepmbIBaHUA HapAdy € 3HOomMe-
nuanbHoll ducdyHkyuell. BHeopeHue HoBbIX 6UOMapKepoB dua-
2HOCMUKU OUCPYHKUYUU 3HOOMeANUs, xapakmepHoli 014 cencuc-
accoyuuposaHHo2o []BC-cuHdpoma (cuHoexaH-1, aH2uonosmuH-2,
cocyoucmsili 3HOomenuanbHbil pakmop pocma u dp.) Moxem
NOMOYb paHHEMY BbIIBAEHUIO 0aHHO20 COCMOAHUSA, & 3Ha4um,
U CBOEBPEMEHHOMY Hayany e20 Ie4eHus.

JuccemuHupoBaHHoe BHympucocyoucmoe ceepmsiBaHue
(4BC) snsiemcs onacHbiM OA151 KU3HU OCA0XKHEHUEM Npu cencuce
U Opy2ux KpUMUYECKUX COCMOoAHUAX. MexdyHapooHoe obw,ecmso
no mpom6o3y u 2emocmasy (ISTH) sbinycmuno duazHocmuye-
CKue Kpumepuu 0 iBHo20 []JBC 8 20017 2. C mex nop no ISTH
ABHbIl /]BC-CUHOPOM UCN0/Nb30BaACA B KaYecmBe 2/106a/1bHO20
cmaHO0apmHo20 Kpumepus 014 0eKoMneHcupoBaHHol cmaduu
ABC-cuHopoma.

lMockonbky obHapyeHue bonee paHHeli cmaoduu []BC
661710 661 N0AIE3HO 018 MepaneBmMu4ecKux coobpaxeHull, Ko-
Mumembi no Hay4Hol cmaHOapmu3ayuu ISTH BBeau cucmemy
OUeHKU cencuc-uHdyyuposaHHol koazynonamuu (CUIK) 8 2019 2.
(ma6a. 7). Cucmema oyeHku CUK cneyuanbHo pazpabomaHa
0714 BbIAABAEHUSA KOMNeHcupoBaHHoU ¢a3bi []BC-cuHopoma npu
cencuce, Komopas Moxem npusecmu K asHomy /]JBC-cuHopomy
c npozpeccupoBaHuem 3abonesaHus. 3a nocnedHue 5 nem 3a-
peaucmpuposaHHasa yacmoma CHK cocmasuna npumepHo 60 %
Y nayueHmoB c cencucom, Ymo 8 2 pa3za 60/1buwe, 4eMy ABHO-
20 [BC-cuHopoma. [Toumu y Bcex nayueHmos ¢ ABHbIM /]JBC-
CUHOPOMOM paHee duazHocmuposaHa CHIK.

/TaGJmu,a 7. [InarHOCTMYECKME KPUTEPUN CENCUC-UHAY- b
LMPOBaHHO Koaryonatum [164]
Table 7. Diagnostic criteria for sepsis-induced
coagulopathy [164]
MapameTp Bannbi [lnanasoH 3HaueHui
TpoM6ouuTsl (x 109/n) 2 <100
1 >100 < 150
MHO 2 >14
1 >1,2-1,4
Llikana SOFA 2 >2
1 1
Obuiee kK0MYeCTBO HaNNOB ANS CENCUC- >4
WHAYLMPOBaHHOW Koarynonatum

Hecmomps Ha ozpaHuyeHHble 0aHHblE, HEKOMopbie NPodo-
JKarom npednosnazame NOMeHYUanbHyto SPdexmusBHOCMb aHMU-
Koa2ynsaHmHol mepanuu y nayueHmos ¢ CMK. Xoms 2enapuH,
aHMuMpPOM6UH U MPOMBOMOOYNUH ABAAKMCA aHMUKOA2YNAH-
mamu, HU 0OUH U3 HUX He OKa3a/cs SPPeKmuUBHbIM C HaOeKHbIMU
dokazamenbcmaamu u 6ydyuue ucnbimaHus onpagoaHsi [164].

PekomeHgauua 39. Y naumeHTOB C CENCUCOM NpU HaAU-
YUK TAXKENOM Koary/sionaTum U OpraHHon ANCHYHKLUM
PEeKOMeHAyeTCA pacCMOTPeTb BO3MOXHOCTb BBEZAEHUA
$U3NONOrNYECKMX aHTUKOAryNAHTOB NMpY UX BepUPULN-
poBaHHoM Aeduuute [165-168] (YAL — 2, YYP — B).

KommeHnmapuii. /leueHue cenmuyeckoli Koazynonamuu B Ha-
cmosujee BpeMs ABAAMCA 06/1aCMbIo UHMEHCUBHBbIX Ucc/e-
doBaHull. AHMUKOa2ynAHMel, N0-BUOUMOMY, nonesHsi npu CHK
u cencuc-accoyuuposaHHoM /[JBC. Haubonee uccnedoBaHHbIMU
aHMuKoazySHMaMu B SMUX KAUHUYECKUX yCAOBUAX ABAAIOMCSA
2enapuHbl, aHMUMpPOM6UH U peKOMOUHaHMHbIU MPOM6OMOOy-
/UH Yenoseka. [TocnedHue 0Ba bbinU CBA3aHbI C CAMbIM 3HaYU-
MeNbHLIMYNY4WeHUeM BbIxKUBaeMOCMU. PaHHASA OuazHOCMUKa
CUK u MOHUMOPUH2 COCMOAHUA KOazyAsLuU BO BpEMA cencuca
umeem pewarou,ee 3Ha4eHue 0415 CBOeBpeMeHH020 BedeHUSs
u BbIbopa Haubosiee N0OX00AWe20 e4yeHUs 00HOBPEMEHHO.
Mpu BepuguyuposaHHoM deduyume u3uoN02U4ECKUX aHMU-
KoazynsHmos (aHmumpom6uH meree 70 %) pekomeHdyemcs
KOppeKyus KoHyeHmpamom aHmumpom6uHa [169].

Kudo etal. [165] npu aHanuze daHHbIx mpex 06cepBayUOHHbIX
uccnedoBaHuli ycmaHoBUAU, YMO UCNO/Nb30BaHUE PEKOMOU-
HaHMHO20 MPOMBOMOOY/IUHA MOXKEeM NPUHOCUMb 02PaHUYeH-
HYI0 N0/1b3Y y NAUUEHMOB C CeNCUCOM NPU HaAU4uu msxenoll
Koazynonamuu u opaaHHoli ducPyHkyuu. [puMeHeHue peKom-
6UHaHMHO20 MPOM6OMOOJYNUHa 6bINI0 CBA3aHO C 6oa1ee HU3KOU
28-0HeBHoli nemanbHOCMbIO (CKOPPEeKMUPOBaHHasA pasHUUa pu-
cka 17,8 %, 95% /N1 28,7-6,9) u obujeli BHympu601bHU4HOU Ne-
MmanbHOCMbIO (CKOppekmupoBaHHas pasHuya pucka 17,7 %, 95%
AU 27,6-7,8), HoO mosbKO B N0d2pynne nayueHmos ¢ msxenol
Koaz2ynonamueli u op2aHHoU oucyHkyuel. Te xe nokasamenu,
nosyyeHHsie B N002pynnax yMepeHHoU U ne2koli Koazysnonamuu,
a makxxe B no0zpynne omcymcmaus Koazy/a0namuu, 6s11u co-
nocmasuMbl Mexk0y CO60U U He omAUYaAuUChL 0m nokasamenel
KOHMPOAbHOU 2pynnbl.

PekomeHgauua 40. Y naumeHTOB C CENCUCOM NpU BO3-
MOXXHOCTM OnpeAeneHnsa ypoBHA GU3NON0rMHECKUX aHTU-
KOary/nfaHTOB PeKOMeHAYyeTCA onpe/e/ieHne yPoBHA Npo-
TenHa C B KayecTBe npeaukTopa pucka /IBC-cuHapoma
¥ pucka netansHoctu [170] (YAL — 2, YYP —A).

Kommenmapuii. Catenacci et al. [170] nposeau memaaHanus
12 npocnekmuBsHbix 06cepBayUOHHbIX uccaedoBarull (n=2471),
HanpasAeHHbIX Ha u3yyeHue npomeuHa C kak 6uomapkepa
cencucay B3poc/bix. MemaaHanus nokasas, Ymo CHUXKeHue
yposHa npomeuHa C 66110 MeHee BbIPaXKeHO Y BbIXUBWUX

29

| ANNALS OF CRITICAL CARE | 2024 | 1

BECTHMK MHTEHCMBHOW TEPAMNI MMEHIN A.N. CAITAHOBA



| ANNALS OF CRITICAL CARE | 2024 | 1

BECTHMK MHTEHCMBHOW TEPAMI MMEHIN A.N. CAITAHOBA

PEKOMEHALINM

nocse cencuca no cpasHeHuro ¢ ymepwumu (6 uccnedosaHud,
741 nayueHm, cmaHOapmu3upoBaHHas pa3HoOCMb CPEOHUX =
0,52,95% N =0,24-0,81, p=0,0003, 12 =55 %, cpedHuli YA/).
Kpome mozo, y nayueHmos c cencucom 6e3 /JBC-cuHopoma
CHUXKeHUe ypoBHA npomeuHa C 66110 MeHee BbIpayKeHo, YeM
npu Haau4uu JBC-cuHdpoma (3 uccnedosarus, 644 nayueHma,
cmaHOapmu3upoBaHHas pazHocme cpedHux = 0,97, 95% AN =
0,62-1,32, p < 0,00001, I12= 67 %, Huskuli YA/).

PexoMeHpauusa 41. Y naLmeHTOB C CENCUCOM PeKOMEeHAY-
€TCA OLeHKa COCTOAHMSA CUCTEMbI FEMOCTa3a C UCMo/b30-
BaHMeM TpoMbo31acTOMeTpUYeCcKnx / TpomboanacTtorpa-
¢uyeckux metogoe [171] (YAA — 2, YYP —A).

Kommenmapulii. Boscolo et al. [171] nposeau memaananus
7 npocneKmMuBHbIX U 4 pempoCcnekKmuBHbIX 06cepBayUOH-
Hbix uccaedosaruli (n = 952), HanpagaeHHbIX Ha BbiABAEHUE
B3aUMOCBA3U Me)XOy NOKazameAAMuU 2eMocmasa, peaucmpu-
PYEMbIMU C NOMOWbIO BA3KO3AaCmMuYyecKux memooos (T3I,
ROTEM), u puckom IemaibHo20 UCX00a y nayueHmos c cencu-
comM. 1o daHHbIM INTEM-aHanu3a, Bpemsa Hayana ob6pa3oBaHuA
ceycmka (cmaHdapmu3upoBaHHas pa3Hocms cpedHux —0,29,
95% M om-0,49 90 -0,09, p = 0,004) u Bpems opmuposa-
HUS N10MH020 c2ycmkKa (cmaHdapmu3upoBaHHas pazHOCMb
cpedHux -0,42, 95% i1 om -0,78 9o -0,06, p = 0,02) 6b11u
00CMOBEPHO KOPOYe Y BbIXUBWUX NAYUEHMOB C CENCUCOM.
Mo daHHbIM EXTEM-aHanu3a, BpeMs Ha4vana obpa3oBaHus caycm-
Ka 6b1710 Kopoye (pazHocmb cpedHux 3HayeHuli-11,66 ¢, 95% AU
om-22,59 90 -0,73, p = 0,04), 8 mo BpeMs KaK MaKcumasibHas
nA0MHOCMb c2ycmxa 6bi/a Bbiwe (pa3HoCcmb CpedHUX 3Hade-
Huli 3,49 MM, 95% /1M om 0,43 00 6,55, p = 0,03) y BbIXXUBWUX
nayueHmos. [unokoazynayuoHHsilinpoduas T/ ROTEM yawe
umen Mecmo y Bnocaedcmauu ymepwux nayueHmos (OLL 0,31,
95% /11 0,18-0,55, p < 0,0007).

4.7. NMpurobpeTeHHble TPOM6OLUTONEHUN
1 TpoMbouMTOonaTUN

IMokasaHus K TpaHC(Y3UU KOHIIEHTPaTa TPOMOOIIUTOB
(British Committee for Standards in Haematology, 2017)
[172]:

1. AKTUBHOE KPOBOT€EUEHHE U KOJINIECTBO TPOMOOIIU-
TOB < 50 000/MKJ MM AOKa3aHHAS AUCPYHKIUSI TPOMGO-
UTOB (YpeMusi, AUaTHOCTUPOBAHHAS TPOMOOIUTOIATHS
HOCJIe KAPAUAIBHOTO IIYHTA).

3. OTcyTCTBHE IPU3HAKOB AKTUBHOTO KPOBOTEYEHNS,
HO HaJIM4Ue C/IeAyOIero:

m  BpeMeHHas MHeJOCYIpecCus U TPOMOOIUTEI

< 10 ThIC./MKJ (< 20 THIC./MKJI TIPH HATHIHUH JHXO-
PaAKY WU HE3HAYNTEIHHOTO KPOBOTEUEHHs);

m HeoOXOAMMOCTP BBIINOJHEHUs OOJBIIONH Olle-
paluy WUJAM MAaHUNYJAANUH Ha ILeHTPaJbHOH
HEPBHOH CHCTEMe U KOJIUIeCTBO TPOMOOIUTOB
< 100 TbIC./MKII;
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m /IpyrHe OIepaliy UM POLeAyphl, IPH KOTOPBIX
HUMeeTCsl PHUCK IOTeHIWaJbHOI'O KPOBOTEYCHHS
Y KOJINYE€CTBO TPOMOOIUTOB < 50 THIC./MKJI;

m  HeOoOXOZUMOCTH BBIITOJHEHHUS OLePAIIUH WU [IPO-
LeAyp y IalueHTa C W3BECTHOH AUCPYHKIUEH
TpoMboruToB (TpombacreHus ImaHmMana, ype-
MHsI), Y KOTOPOTO Apyrue Mepsl (/eCMOIIPECCHH,
ANaIU3) MOTYT ObITh Hed(D(PEKTHBHBIMU.

BHe 3aBHCHMOCTH OT IPUYUH PA3BUTHUS TPOMOOIUTO-
IIeHUH, B C/Iy9ae yIPOXKAIOIUX KU3HU KPOBOTEUEHUH U KpPO-
BOTEYEHUH B OrpaHHYEHHbIE IIPOCTPAHCTBA, HAIIPHMeEp,
BHYTpPHUYEPENHbIX KPOBOTEUEHHUH, a TAKKe /151 obecrede-
HUS HEOT/IOXKHBIX OIlePaTUBHBIX BMEIIATe/IbCTB, TpedyerT-
cst TpaHCcdy3ust TPOMOOIUTOB. B Apyrux ciaydasx jsedeHue
ZO/DKHO OBITh HAIPABJEHO HA IIOBBIIIEHHE NPOAYKIIUU
TPOMOOIIUTOB U OTPAHUYEHNE CKOPOCTH UX Pa3pyIIEHN.
ITpu omupezeneHnn oGbeMa TPAHCPY3UHU CIeAYET YIUTHI-
BaTh TSDKECTh TPOMOOI[UTONIEHUH, HAIIYINE U/IN OTCYTCTBUE
KJIMHUYECKHX ee IPOSBICHHUH, a TaloKe HaJIIM4Ke y allieHTa
COTYTCTBYIOIIEH MaTOIOTUH.

[Tpu HapyIIeHHUAX TPOMOOII0332 BCIeACTBHAE AHOMAIAN
METaKapUOI[UTOB /sl OCTAHOBKU KPOBOTEIEHUH 160 IpH
HEOOX0AMMOCTH [IPOBE/IEHNST HEOTIOXKHBIX OIIePATUBHBIX
BMeIIaTe/IbCTB IIOKa3aHa TPAHCPY3UsI TPOMOOKOHIIEHTPa-
ta. Hapymenuns Tpom6onossa, cBsizaHHbIE C AeDUIUTOM
ButamMuHa B12 nim Qo/imeBo KHCIOTHI KOPPUTUPYIOTCS Ha-
3HaYEeHHEM COOTBETCTBYIOLIMX IpenapaToB. Hopmamsanus
YPOBHS TPOMOOIIUTOB B 3TOM CJydYae IIPOUCXOAUT depe3
HECKOJIbKO ZIHeH U [epeIMBaHuUs JOHOPCKUX TPOMOOIIUTOB,
32 HCK/IFOYeHUEeM 9KCTPEHHBIX CHUTYAIUH, He TpeOyeTcs.

Oco6eHHOCTH BejeHUsI MAIHEHTOB C HAPYIIEHUSIMU
IIPOI[ECCOB Pa3pYLIEHNSI TPOMOOIIUTOB 3aBUCST OT AHATHO3a
3abosreBanus. IIpoBoAUTh TpaHCPY3HUIO TPOMOOLUTOB Ma-
nuenTaM ¢ TTII wan I'VC cregyer b 110 XKU3HEHHBIM I10-
KasaHwIM (yrpokarornee Xu3Hu kpoBoTedenue). [Tpu TTII
nn I'YC noTeHIuaIbHbIA PUCK, CBSI3aHHBIN ¢ TpaHChy3uen
TPOMOOIIUTOB, 3HAYUTEIBHO IPEBOCXOAUT BCE OCTAIbHbIE
PHUCKH: TOC/Ie TpaHCHY3UH BC/IEACTBUE BBIPAKEHHOH aK-
THBAIUY U arperaruy TPOMOOIIUTOB MOXKET yCyIyOIaThCs
TpoMOO03 U CBSI3aHHASI C HUM OpPTaHHASI HEZOCTATOYHOCTb
(BILIOTH /10 BHE3AHOM CepAevHOl cMepTH). Bee xupyprude-
CKYe BMEIIATe/IbCTBA 110 BO3MOYKHOCTH Z0/DKHBI OBITH OT/IO-
JKEHbI 10 CTAOU/IN3AIUK COCTOSIHS [IAIIMEHTA U YCTPAHEHHUs
MIPUYMH, JTEKAIIX B OCHOBe 3a60eBanus [15, 16, 20].

Ocuosa snegenust TTII — exxezHeBHBIE CEAHCHI IIa3-
MooOMeHa (MHHUMYM 5) ¢ 06beMoM 3Kchy3un 40 MJI/Kr.
ITpu sevennn I'YC (ocobenno atunuunoro I'VC) raxke
WCIOJIb3YETCs IIa3MO00OMeEH, XOTs ero 3(pPeKTUBHOCTD Cy-
IIeCTBEHHO HIDKe, yeM y nanuenTos ¢ TTII. ITpu Tsoxeon
[I0Y€YHOHN HEJOCTATOYHOCTH MOXKET IIOTPebOBaAThCSI FeMOo-
auamn3. HELLP-cuaApOM, Kak U 9K/JIAMIICHUs, II0CJIe POAO-
pasperieHusi 0GBIYHO CAMOIIPOU3BOJBHO PerpecCHpyer.
OgHako uHOrZ2 oH Tpancopmupyerca B TTII-nogoGHbIH
[I0C/IEPOZIOBBIH CHHAPOM, B 9THX CIy4asix CPOYHO Tpebyercs
mrazmoo6mMen. IIpu pa3BUTHH OPTaHHON HEAOCTATOYHOCTH
MIPOTHO3 0OBIYHO HEBIArONPHUTHBIH [ 15, 16, 20].
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CoracHO COBpeMEHHBIM peKoMeHAalusaM [173], mpu
NOATBEPXKACHUU AuarHosa arunudaoro I'YC npegJaraercs
IIPEMEHATD 9KY/IU3yMald — IIperapar IPYIIbl KOMILJIEMEHT-
HHIUOHPYIONINX AHTUTEL.

lenapHH-HHAYUPOBAHHAS TPOMOGOIUTONEHNS
(TUT) — 370 crnenuduaeckoe OCIOKHEHHE TEMaPUHO-
Tepaluy, KOTOpOe XapaKTepPU3YeTCs CHIDKEHHUEM ypPOBHS
TPOMOOLIUTOB B KPOBH C Pa3BUTHEM I1aPa/l0KCAIbHBIX TPOM-
60308B. Yacrora TUT cpean TAI[HEHTOB, IOIYYAOIINX remna-
pHuHOTepanuto, Kosebaercs ot < 0,1 10 7 %, B 3aBUCUMOCTH
ot Tumna renapuna (HeQpaKIHOHUPOBAHHbIN U/IN HU3KOMO-
JIeKY/IAPHBIH), IPOAO/DKUTE/IBHOCTH TePAIUU U ITOMY/LAIAN
[AI[UEeHTOB (XUPypPrudecKue Wix TepaneBTudeckue) [174].
Pazsmaaror TUT 1-10 1 2-T0 THIIA, HAUGOIBIIYIO OMTACHOCTH
TPOMO0OOOPA30BAHNS IPEACTABISIET 2-1 THIT 3200/1€BaHMUSI.
Xapakrepuctuku I'MT 1-To 1 2-TO THUIIOB IIpe/CTaBICHbI
B IIpunosxkenun 8 oH/aliH-Bepcuu cTaTbu. KimHH4Yeckue
IIPOSIBJICHUS BK/IIOYAIOT apTepHaIbHbIe U BEHO3HBIE TPOM-
603561, HOPKEHUsI KOXKH (LIyPILypY, FEMOPPArui, HEKPO3BI),
CUCTEeMHBIe peaKknuu. /[MarHo3 CTaBUTCA Ha OCHOBAaHUH
aQHAMHECTHYeCKHX JaHHBIX, 3aPErUCTPUPOBAHHON TPOMOO-
I[UTOIIEHUN B QHA/IN3€ KPOBHU U CIIEI[HaIbHBIX Jaboparop-
HBIX HccaegoBanui. [Tpu nogospenun Ha I'UT ucnoab3yroT
tabmry «4T» (cm. [Ipuiokenue 7 OHIAHH-BEPCUHU CTATHA)
[175, 176]. Bepudukanuto guaraoza I'IT ocymiecTBIssioT
C IIOMOIIBIO U3MEpEeHHs KOJIMIeCTBA CYMMapHBIX aHTHUTE/I
K KOMILIEKCY TeIIapUH-TPOMOOI[UTAPHBIN (GAKTOP 4-T0 THIIA.

IIpu passutuu 'T Heo6GXOAUMO HeMeIEHHO IIpe-
KpPaTHUTb BBeJeHUeE relaprHa B JI000H dopMe, faxxe TOTO
HeOOJIBIIIOr0 KOINIECTBA, KOTOpoe TpebyeTcs AJsi rema-
PHHU3AINA JUHAHN AJs1 BHYTPUBEHHOH nH)y3uu. Joboe
[IpOMeJJIeHne, AaXKe OXKHJAHIe pe3yAbTaToB Jaboparop-
HBIX UCCJIeJOBAaHUH /I/I1 IOATBEPXK/AEHHS CHIDKEHHUS YPOB-
HsI TPOMOOLNTOB, HOBBIIIAET PUCK PAa3BUTHsI TPOMOO30B.
3amena HOT na HMI He perraet npo0./ieMbl, TaK KaK y 00-
Pa30BaBIINXCS aHTHUTE/I UMEeTCs BhIPAKeHHAas IIepeKpecT-
Hasl PEaKTUBHOCTD. 1Ipu pasBUTHU TPOMOO30B HJIH NPH
HaJIMYHUH TOKA3aHUH AJ1 IPOAO/DKEHUS aHTUKOAT Y/ITHTHOR
Tepanuu nanuenTos ¢ 'MT nepeBogaT Ha GOHAATAPHHYKC
Harpusi [ 15, 16, 20].

Tspxesmasi ayrouMMyHHast Tpombonuronenus (MTII)
C reMOpparm4ecKuMU OCJIOKHEHHAMH — 3TO HEOTI0XKHOE
COCTOSIHUE, AJIs1 Ie9eHUs] TPEOYIOTCS IIIOKOKOPTHUKOCTEPO-
H/IbI B BBICOKHX /033X, KOTOPBIE BBOAATCA Ha IPOTKEHUN
nepBeIx 3 gHed. IIpu HEOOXOAMMOCTH BBIIOJHEHUS JKC-
TPEHHOT'O XHPYPIHYECKOrO BMeIlaTe/bCTBA MU IIPU Ha-
JIMYUH CUMIITOMOB BHYTPHYEPEIIHOI'O KPOBOTEYEHHUS TPe-
Oyerca Tarke HHPY3HI HIMMYHOIIOOY/INHA U TPaHCHY3US
TpomboruToB. Tpancdysus KOHIEHTPATa TPOMOOIIUTOB
BO3MOJKHA TOJIBKO IT0 BUTQJIbHBIM ITOKA3aHUAM, U TOJIBKO
B /IOIIOJIHEHHEe K MMMYHOCYIPECCHBHOH Tepanuu. Eciu
siBiennst ITII coxpausitorcest 60ee 3—4 Mec., TO BEPOSIT-
HOCTb CaMOCTOSATE/IBHOTO BBI3ZOPOBJIEHHS YPE3BbIYAHO
HH3KA. B TaKuX C/Iy9asx IpU CHIDKEHUH YPOBHS TPOMOOITH-
TOB HIDKe 10-20 ThIC./MKJI C/IeAlyeT pacCMaTpPUBATh BOIIPOC
O BBIIIOJHEHUHU CIUIeHSKTOMHUH. [Ipubausurenpuo B 50 %

CJIy4aeB IIOC/Ie CIUIEHSKTOMUHU Pa3BUBAaeTCS CTOHKas pe-
muccus [15, 16, 20].

ITpu TPOMOOIIMTONATHAX IPOTHO3UPOBATD PUCK Pa3BH-
THsI KDOBOTEYEHUH 110 a6COMIOTHOMY YHC/Iy TPOMOOIUTOB
He IIpeACTaBJIAeTCS BOBMOXHBIM. B ciyuasx, korza umeer-
Cs1 CyIIeCTBEHHBIN PUCK PAa3BUTHsI KPOBOTeUeHUH, Tpeby-
eTcst TpaHcQy3us ZOHOPCKUX TPOMOOIUTOB. /IS OLleHKH
3G PeKTUBHOCTH JIEIeHUS NIPOBOAUTCS aHAIU3 (YHKIUH
TPOMOOIINTOB WU BBIIOJIHSETCS TPOMOoasacTorpadus.
Hapymenne QyHKIHE TPOMOOUTOB Pa3BUBAETCSI IIPH ['U-
morepmuiu (< 35°C) u aruzose (pH < 7,2), moatomy nepe-
JIMBATbh JOHOPCKUE TPOMOOLUTHI AIUEHTY, IMEIOIeMy I'H-
HOTePMUIO U/HUJIX alj/i03, He IMeeT CMbIC/Ia 6e3 KOpPeKI[Hu
STHX HapymreHui [15, 16, 20].

4.8. AHTUdOChONUNUAHBIN CUHAPOM

PekomeHagauma 42. lMNayneHTaM ¢ BepuPULUPOBAHHBIM
A®C 1 nepBbiM BEHO3HbIM TPOMH0O30OM peKOMeHayeTcA
Ha3HayYeHWe aHTaroHMcToB BUTaMuHa K ¢ LieneBbIM 3Haye-
Huem MHO B npegenax 2,0-3,0 [177] (YAA — 2, YYP — A).

PekomeHpauua 43. MNMaymentam ¢ A®C pekomMeHA0BaHa
TpoMbonpodunakThKa B CUTyaLMAX BbICOKOro pUCKa
TpoM603a, TaKMX KaK XMpYpruyeckme BMellaTe/bCTBa,
ANVTeNbHAA UMMOBUAM3aLMA N MOCNEPOAOBbLIN Nepuos
[178] (YA4 — 4, YYP — Q).

PekomeHpgaumsa 44. MNauveHtaMm ¢ Katactpodpuyeckum AOC
PEKOMEH/,0BaHO UCMO/Ib30BaHME HePPaKLMOHNPOBAHHOIO
WM HU3KOMOJ/IEKY/IAPHOIO renapuHa B TeparneBTUYECKMX
[103ax B KOMBMHALMM C FIFOKOKOPTUKOCTEponaamu. MNocne
KyNMpOBaHWs OCTPOW ¢a3bl PEKOMEHAYETCS NPOAO/MKUTL
QHTUKOArY/NIAHTHYO TEPANMIO NOXWU3HEHHO A1 NpodUiaK-
TWKU peLyamnBa TpoMbosa [179] (YAL — 4, YYP — Q).

PekoMeHpauma 45. lpu oTcyTCTBMM OTBETA Ha BbILEnNe-
peuncieHHyto Tepanuio naymeHTam ¢ AOC pekomeHay-
eTcA Nna3sMooBMeH C 3aMelleHMeM CBeXe3aMOPOXKEHHOM
nnaasMon B KOMbMHaLMK € B/B MHPY3Meli YeN0BEYECKOrO
uMMyHorio6yvHa [180, 181] (YA4 — 5, YYP — Q).

PexomeHpauma 46. Y nauneHToB ¢ BepUPULIMPOBAHHLIM
aHTMPOCHONMNUAHBIM CUHAPOMOM B CBA3U C BbICOKUM
puckoM paseutua BTOO pekomeHayeTcA nposejeHune
nepvonepaLMoHHOM TPOMBONPOPUAAKTUKN aHTMKOA-
ryAfHTaMu Npu t060M MeTo/ie aHecTe3Mo10rM4ecKoro
obecnevenus [182-188] (Y44 — 1, YYP — A).
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PEKOMEHALINM

PekomeHgauua 47. Y naumeHToB C BepUPULIMPOBAHHBIM
aHTN$OCHONMNUAHBIM CUHAPOMOM PEKOMEHAYEeTCA UC-
No/ib30BaTb METOAbI O6LLEN U pervoHapHON aHecTesnm
B 3aBUCMMOCTY OT XapaKTepa onepaTMBHOrO BMeLUaTe/b-
ctBa [189-191] (Y44 —5, YYP — Q).

4.9.Temodunma An B

PekomeHpaumsa 48. MNauymeHtam ¢ remoduaneli B nepmo-
NepaLVoOHHOM NepUoJe PEKOMEHAYETCS 3aMeCTUTe/IbHas
Tepanua AN AOCTUIKEHUA Lie1eBO KOHLeHTpaLum pak-
TOPa U NMPOAO/MKUTENILHOCTY Er0 LIPKY/IALIMK B KPOBOTO-
ke [192] (Y44 —5, YYP —C).

PekoMeHpaumsa 49. MNauveHTam ¢ remoduaven ans 3a-
MeCTUTEe/IbHOM Tepanuu B NepuonepaLmoHHOM Neproae
PEKOMEHAYIOTCA PEKOMBMHAHTHbIE Npenaparbl UM KOH-
LleHTpaThl, No/y4eHHble 13 niasmbl [193, 194] (YAL — 3,
YYP —B).

PekomeHgauua 50. Y naumeHToB C MHIM6UTOPHON $op-
MOW reMopUNNM PeKOMEHAYEeTCA MCMONb30BaTh aKTUBU-
POBaHHbIN MPOTPOMBUHOBBI KOMM/IEKC U aKTUBUPO-
BaHHbI dakTop VI ceepTbiBaHus (anTakor-aibda) [195,
196] (YA4 —2, YYP —A).

PekomeHgaumsa 51. Y nauneHTos c remodununeit B nepu-
onepaLvoHHOM Mepuoje B KayeCcTBe reMoCTaTUHeCKMX
a/blOBAaHTOB PEKOMEH/AYIOTCA aHTUPUOPUHONNTUYECKIME
npenaparsl [197] (YAA — 4, YYP — C).

PekomeHpaumsa 52. MNMauneHtam c remodpuavien A v B npu
YC/IOBUM MO/IHOM KOMMEHCaLMN PeKOMEH/AYeTCA UCMOJIb-
30BaTb N1t060OV BapuaHT aHeCTe3no/IorM4yeckoro obe-
cneyenus (06LWas Wan perMoHapHas aHecTeswus), Ho Npu
COXpaHEeHUW pPUCKa reMopparnmyeckmx OCNOMXHEHWI pe-
rMOHapHas aHecTesus NpoTMBorokKasaxa [190, 191, 198-
202] (YAA —5,YYP—C).

KommeHnmapuli. Ljenesoli ypoBeHb akmuBHocmu deguyum-
HbIX pakmopos ceepmsiBaHus npu 2eMmoguauu A unu B, komo-
pbill HEO6X0O0UMO DOCMUYb B NnepuonepayuoHHOM nepuode,
npedcmasseH B [IpunoxeHuu 6 oHnaliH-Bepcuu cmameu
[16, 20].

HacnedcmseHHbili oepuyum gpakmopa Vili: cemopunus
A [20, 21, 203]. [Teped nposedeHuem 106020 06WUPHO20 XU-
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pyp2au4ecKkozo BMewameabCcmBaa nayueHmy c cemopuaueli
A Heobx00uMo nodHAMb yposeHsb pakmopa VIl do 6ezonac-
HO20 3HayeHus. Masble xupypaudeckue BMewamenbCcmsaa,
BKAto4as ydaneHue 3y6oB — 60-100 %. BBooums Kaxobie 24 4
(om 12 do 24 4 025 nayueHmos Mmaadwe 6 nem) He MeHee 1 OHA
00 docmuKeHus BbI300poBAeHUA. boabuwiue xupypauyeckue sMe-
wamenbcmaa — 80-100 % (do u nocae onepayuu). Beodums
Kaxdble 8-24 4 (om 6 0o 24 4 315 nayueHmos Maadwe 6 nem)
00 docmusKeHUs a0eKBamHO20 3a)KUB/AEHUS PaHbl, 3amem npo-
dosKamb eyeHue euje He MeHee 7 OHell, No00epKuBas akmus-
Hocmb gpakmopa VIl 8 npedenax om 30 do 60 % (ME/on).
®opmyna pacyema 003bl npenapama:

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

Y 0emeli nepuod nonyxusHu gakmopa VIl cocmasasem
BCE20 NUWb 6 4, 4Mo QuUKmMyem Heo6x00uUMocms 6os1ee Yacmeix
e20 uHgy3ull u 6osee N10MHO20 Nab6OPamMoOpPHO20 KOHMPOAA
ux agpgpekmusHocmu. [jns onpedeneHus sgppekmusHocmu
3amecmumensHoll mepanuu, 04158 nodbopa onmumanbHol
003bl U UHMepBana Mexoy UHPy3UAMU HEO6X0OUMO KOHMPO-
UpOBamMb NUKOBbIE U MUHUMA/IbHbIE 3Ha4YeHUS aKMmUBHOCMU
¢pakmopa VIII.

HacnedcmserHbiti deguyum dakmopa IX: 2emogpunus B [20,
21, 203]. OcHoBHble pekomeHOayuu no nepuonepayuoHHoOMy
BedeHUr nayueHmos c 2emogunaueli B aHan02uYHb! MaKoBbIM
0418 nayueHmos c cemogunuell A. [lna neyeHus He60AbWUX
KposomeyeHull U npoguaakmuKu 015 BbINOAHEHUSA HE60bWUX
BMewamebCmB UCnoAb3yrmcs peKOMOUHaHMHbIE/ 04U EHHbIE
npenapamsi pakmopa IX unu IX — KoHyeHmpamsi npompoméu-
Hosozo komnaekca (KTTK). Tak se, Kak u 0415 Koppexyuu deguyu-
ma gpakmopa VIl npu 2emounuu A, o4uuieHHbII KOHUeHmMpam
akmopa IX BBOOUMCSA Ha NPOMSAXKEHUU HECKOAbKUX OHell. M3-3a
abcopbyuu KonnazeHoM BocnonHeHue deguyuma pakmopa IX
npoucxooum npubausumensHo B 0Ba pasa MedneHHee, 4em VI,
nosmomy doza npenapamos pakmopa IX 0o/xHa 6bimb BOBOE
6onbwe, yem Vill.

besonacHsili yposeHb pakmopa npu mMasbix onepamus-
HbIX BMewamenbcmsax, BK/AtoYyas yoaneHue 3yba — 30-60 %.
BBodumb Kaxoble 24 4 (MuHumym 1 0eHb) 00 NONHO20 3a)KUB-
fNleHus paHbl. [Ipu 06WUPHBLIX XUPYpaUYeCKUX BMewameb-
cmsax — 80-100 % (9o u nocae onepayuu). [losmopams uHpy-
3Ut0 KaxKOble 8-24 4 00 3a)KUB/IEHUS paHbl, NOC/E 4e20 Mepanuto
npooo/KUMb B meyeHue MUHUMYM 7 OHell, N000ep KuBas akmus-
Hocmb pakmopa IX Ha yposHe 30-60 %.

®opmyna pacyema 003bI npenapama:

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

UrHaubumopHsie popmbl 2zemodunuu [204, 205]. ins obe-
CneyeHus 2eMoCMa3sa nayueHmam c UH2U6UMOPOM K pakmopam
CBEpMbIBAHUSA UCNO/b3YOMCS Npenapamal « WyHMoBO20 2eMO-
Cmasa»: akmuBupOBaHHbIl NPOMPOMBUHOBbIL KOMNAEKC UNU aK-
musupoBaHHsili pakmop VIl ceepmbisaHus (3nmakxoz-anbpa).
Mocnedrull npu uH2ubuMopHoU 2emogunuu A 015 obecneyeHus
2eMocmasa npu onepamuBHbIX BMeWwame1bCmBax peKoMeHOy-
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emcsa BBOOUMb BHympuBeHHo B 0o3e 90-200 Mk2/Ka Kaxxoble
2-3 4. [lnaumenbHOCMb mepanuu onpedensemcs xapakmepom
onepamuBHO20 BMewameabCmBa U me4yeHueM nocaeonepayu-
OHHO20 nepuoda.

4.10. bone3Hb BunnebpaHpga

PekoMeHgauma 53. T[laumeHTaM cc 60/1€3HbIO
BunnebpaHaa npy KpPOBOTEYEHUAX U OBLLMPHBIX Onepa-
LMAX peKoMeHAyeTcs 3aMelleHne pakTopa Bunnebparaa
npenapaTtamu, MoJly4eHHbIMM U3 maasmbl [206, 207]
(Yan —3,YYP—B).

PekoMmeHpgauma 54. Y nauymeHToB C 601€3HbIO
BunnebpaHaa B nepronepaLloHHOM Nepuoje B KayecTse
reMoCTaTMYeCKUX af blOBaHTOB PEKOMEHAYIOTCA aHTUDU-
6puHOMTUYeCcKKe npenapartsl [208] (Y44 — 3, YYP — B).

PekomeHgauma 55. MauveHtam c 6onesHbio BunnebpaHaa
MpY YC/I0BMM MOHON KOMMEHCALMN peKOMeHAYeTCA UC-
Mo/b30BaThb /060N BapyaHT aHeCTe3M0/I0r14ecKoro obe-
cneyeHus (oblwas UaKM permoHapHas aHecTesws), HO Mpu
COXPaHEHUM pUCKa reMopparm4yecknx OC/0XHEHUN pe-
rMOHapHas aHecTesus NpoTMBomnoKasaHa [190, 191, 199,
209-212] (YA4 —5, YYP — C).

Kommenmapuii. [1odxo0s! k BedeHuro nayueHmos c bB onpe-
0e/11oMCs ee MUNOM U CMeneHblo MAXeCmu, a makKe BUOOM,
CPOYHOCMbIO U I0KaNU3ayueli Xupypau4ecKo2o BMewameb-
cmBa. OcHoBol o6ecneqeHus 2eMocmasa npu onepamuBsHbIX
BMewamebCmMBaxy nayueHmos ¢ 60s1e3Hbto BunnebpaHoa
ABAIfleMCA 3aMeCcmume ibHas 2eMoCmamuyeckas mepanus npe-
napamamu pakmopa VIl ceepmbiBaHUSA C BbICOKUM COOepPIKaHUEM
akmopa Bunnebparda. PekomeHdyemas Ha4anbHas do3a (oHa
sbipaxaemcs 8 ME pakmopa Bunnebparda u pakmopa Vi)
015 NPOPUNAKMUKU U IeYEHUSA XUPYP2UYECKUX KpoBOmMeYeHull
cocmasnsem 40-75 ME/ke BHympuseHHO, noddepixuBarouas
0o3a — 40-60 ME/ka KaxOble 8—12 4. [locne 0CmMaHOBKU KPOBO-
meyeHus docmamo4Ho 00H020 BBeOeHUS npenapama B Cymku,
makK Kak nepuod noayxusHu komnnekca Vill-®B y nayuenmos
¢ 6B cocmasnsem 24-26 4 [23, 213].

lMpu omcymcmauu BUpyc-uHaKmuBUPOBaHHO20 KOHUEeH-
mpama, codepxxkauje20 pakmop BunnebpaHoa, BO3MOIKHO UC-
nosb3oBaHue Kpuonpeyunumama, Cooepxau,ezo KOHYeHmpu-
poBaHHbIll pubpuHozeH, ®B, pakmopei VIII u XIll. Cpaszy nocne
BBEOEHUS OH Bbi3bIBaem yMeHbWeHUe BpeMeHU CBepMbiBaHUS
Kposu. [lo3a nodbupaemcs sMnupuyecKku. ¥ nayueHmos ¢ ms-
»xenoli bB 1-20 unu 3-20 muna He06xo00uUMo 006UBaMbCA NOBbI-
weHus yposHs pakmopa VIl 9o 50-70 % neped BbinonHeHUEM
60/1bWUX ONepamuBHbIX BMewamenscms u 00 30-50 % — neped
BbINOAHEHUEM Manbix [23, 213].

4.10. Hoe neveHune

PekomeHgauma 56. Y nauveHTOB MpY HEBO3MOXHOCTU
csoeBpeMeHHoro BeegeHua C3I1 ana koppekuun /[BC-
CUHAPOMa Ha $pOHEe MaCCMBHOWN KPOBOMOTEPY PEKOMEHAY-
€TCA C 3aMeCTUTE/IbHOM Lie/IbiO MO XKU3HEHHbIM MOKa3aHUAM.
paHee npuMeHeHWe rpenapaToB ¢$paKTOpPOB CBEPTbIBAHMSA
kpoau I, VI, IX, X B KoM6MHaLmK (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 aKyLlUep-
cTBe NpU He3IPpPEKTUBHOCTU XUPYPFrUYECKOrO U KOHCep-
BaTMBHOrO remMoctasa peKOMeHAyeTCa ANA YCWeHUA
3¢pPeKTa TPOMOOLUTOB U PaKTOPOB CBEPTHIBAHNA KPOBU
MO YXM3HEHHbIM MOKa3aHMAM WUCMo/b30BaTh Npenapa-
Tbl 3nTakora anbda (akTBMpoBaHHoro) (daktop VII)
B go3e 90-110 mkr/kr [214] (YAA — 2, YAP — B).

PekomeHgauma 58. Ecam MaccuBHoe KpoBOTeYeHue
1 TpaBMaTMYecKas Koary/nonaTus COXpaHAKTCSA, HECMO-
TPA Ha NMpUMEHeHWe CTaHAAPTHbIX METOAMK reMocTas-
KOpPpUrupytoLiel Tepanum, peKkoMeHAyeTCA NpUMEHeHne
PEKOMBMHAHTHOrO aKTUBMPOBaAHHOro GaKTopa Koaryss-
umm VII (rFVIla) [214] (Y44 — 2, YYP — B).

Kommenmapuli. rfFVila He asnsemca mepanuell nepsoli AUHUU
07151 KOHMPOA KPOBOMEYEHUSA U MOXKem 6bIMb SPPeKmuBHbIM
MOALKO NpU yCMaHOBAEHUU KOHMPOA 3a UCMO4YHUKOM MaccuB-
HO20 KpoBomeyeHuA. Kak moibko MaccuBHoe KposomeyeHue
U3 NoBpeKOeHHbIX COCY00B 0CmaHoBeHo, rFVila moxem 6bimb
noneseH 0415 UHOYYUPOBaHUSA KoayAsuuu B Mecmax ouggysHo20
Koazy/10namuyecKo20 KpOBOMeYeHUs U3 Ma/bix cocyoos. Caedyem
paccmampusamse npumeHeHue rFVlla, mosasko ecau mepanusa
nepBoli AUHUU B CO4eMaHUU C XUpypau4eCKUMU Memoodamu u Uuc-
noAab3oBaHUeM mpaHcgy3suu npodyKmos KpOBU (3pUmpoyumos,
mpomboyumos, C31u Kpuonpeyunumama/pubpuHozeHa, Komo-
Ppble Bbi3bIBatOM yBeuYeHuUe yposHeli 2emamoKkpuma soiwie 24 %,
mpomboyumos Bbiwe 50 x 109/n u pubpuHozeHa sbiwe 1,5-2,02/n),
npumeHeHue aHMu@PUOPUHONUMUKOB U KOPPEKUUSA MAIKEN020
ayudosa, msxxenoli 2unomepmuu U 2unoKanbyuemuu — Hesgpgpex-
MUBHbI 0151 KOHMPO/A KpoBomeyerus [12, 125, 126].

MockonbKy rFVila delicmByem Ha cO6CMBEHHYHO CUCMEMY Koa-
2ynAyuU nayueHma, HeobxoouMbl d0CMamo4Hble ypoBHU MpomM6o-
yumos u ubpuHo2eHa, 4mobbI MO2 BO3HUKHYMb BbIGPOC MPOMbBUHa
B pe3y/ibmame npuMeHeHUs apMaKono2u4ecKux 003 Bbille PusLo-
nozauyeckux yposHell rFVila yepes npsamoe cBA3bIBaHUE C aKMUBU-
poBaHHbIMU mpomboyumamu. Heobxodumo soccmaHosums pH
umemnepamypy mena no BO3MOXHOCMU NpUbAU3UMe/bHO 00 Pu-
3U0/102U4ECKUX yPOBHeLll, NOCKO/bKY 0axKe HebobLIoe CHUXKeHue pH
U memnepamypbi NPUBOOUM K 3aMe0/1eHUI KUHeMUKU KoazyAayuu.
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MpozHocmuyeckumu gakmopamu Heb1a2oNpuUsMHO20 omsema
Ha rFVlla 6binu pH < 7,2, vucno mpomboyumos < 100 x 10/, u ap-
mepuasnbHoe daBneHue < 90 MM pm. cm. BO Bpems BBedeHuA rFVila
[215, 216]. Kpome moz2o, y nayueHmoBs ¢ MasKeNbIMU MpaBMamu
Yacmo npucymcmsayem 2uUnoKabyueMus; N03Momy He06Xx00UM
KOHMPO/1b UOHU3UPOBaHHO20 Ka/bUus U MOXKem nompe6oBambcs
BHYmMpuBeHHoe BBedeHUe coseli Kanbyus.

UccnedosaHue Hauser u coaBmopoB y nayueHmoB € NoNu-
mpasmoli cpasHUn0 dBe 2pynnbi u3 100 nayueHmos Kaxdas. B 00-
Holl 2pynne BHymMpuBeHHO BBOOU/ICS peKOMBUHaHMHbIU hakmop
rFVila, a 8 opyzoli — nnayebo. Mexxdy 2pynnamu He 06HapyKeHo
Hukakoll pa3Huybl B NOKa3amensax AemasabHOCMU U Nompeo6-
Hocmu B 2eMompaHCc@y3uoHHol mepanuu. TeM He MeHee 6b110
BbIAIBAGHO yBENUYEHUe Yucaa cayyaes pazsumus [TOH 8 epynne
nayueHmoB, KOMopPbIM BBOOU/IU BHYMPUBEHHO PeKOMOUHaHMHBIL
pakmop rFVila (82 vs 62 %) [214].

B cnyyae HasHaueHus rFVila cnedyem coobuums podcmseH-
Hukam nayueHma, 4mo rFVlla ucnoas3yemcs BHe 0006peHHbIX
nokasaHuli (npuMeHeHue 3a npedenamu 3ape2ucmpupoBaHHbIX
nokasaHuli), mem 6osee 4mo ucnonb3oBaHue rFVila moxem
yBeauyusams puck mpom603mM60aUHECKUX OCNOKHEHUU.

Mpu peppakmepHOM KpoBOMeEYEHUU U KOazysonamuu
BO MHO2UX 061aCMAX MEOUYUHbI (MpaBMamoao2us, Kapouoxu-
pypaus, 3a60/1eBaHUS ne4eHU, neduampus, akywepcmao u m.o)
npenapamsi pakmopos ceepmeisaHus kposu Il VII, IX, X B kom-
6uHayuu (npompom6uHoBsiIli Komnaexc) [93] u snmakoza anbpa
(akmusuposarHo2o) (pakmop Vil) [194-196] npumensromcs
BCe wupe, HECMOMPA Ha Mo, YmMo 3mo npedcmasasem coboll
ucnosib30BaHue BHe ouyuanbHbix nokasaruli (off-label). Smu
akmopsl 061adarom padom npeumyujecms neped C3/1:

m BO3MOHOCMb HEMeO/IeHHO20 BBeOEHUS U BbICOKas CKO-
pocms HacmynaeHus sgpgpekma (onepesxarom sgpgpekm
C3/1Ha 30-40 MuH);

UMMYHO02U4ECKas U UHPEKYUOHHaA 6e30nacHOCMb;

CHUXKaemcs nompe6bHOCMb B UCNO/Ab30BaHUU Npena-
pamos 3amecmumensHoli mepanuu (C3/1, Kpuonpeyu-
numam, KoHYyeHmMpam mpomM6oyUMOoB, 3pUMPOYUUMbI);

m CHUXXeHUe 4aCmomsl NOCMMpPaHC@Hy3UOHHO20 NOBPEX-
deHus nezakux (TRALI).

5. MpodunnakTuka n gucnaHcepHoe
HabalogeHne, MeANLMHCKME NOKa3aHUA
W NPOTUBOMNOKa3aHWUA K NPUMEHEHUIO
MeToA0B NPOPUNAKTUKU

PekomMeHgauua 59. Y naumeHTOB Npu BbICOKNX PpaKTopax
pVCKa MaccuBHOM KpoBonoTepu 1 [1BC-cHApOMa peKo-
MeHAyeTCs npuMeHeHVe aHTUGUOpUHOANTHKOB (npena-
paTbl TPaHeKCaMOBOW KUCAOTbI 15 MF/Kr BHYTPUBEHHO)
ANA NpodUNaKTUKN KPOBOMOTEpW Mepes onepaluent
[71-77] (YAA — 1, YYP —A).
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Kommenmapuli. [pogunakmuyeckoe sgedeHue 1000 M2 mpa-
HeKcamoBoll KUCAOMbI BHYMPUBEHHO 8 medeHue 10 MuH (8 mom
yucse uHa 0020CNUMaNbHOM dMane) CHUXXaem puck Kposome-
YeHus, CNOCOBHO CHU3UMb NEpUONepayUOHHYH KpOBONOMepIo,
CHU3UMb NOMPEBHOCMb B MPaHCPy3uu KOMNOHEHMOB KPOBU
[71-77].

PekoMeHgauua 60. Y nauneHTOB Npu MacCUBHOMN KpoO-
BonoTepe AN NPOPUNAKTUKM pa3BUTUA «Koarysona-
TUN pa3BefeHnA» PeKOMeHAYeTCA KOHTPO/MpOBaTb
M orpaHMyYMBaTb MHTPaornepaLMoHHbIA 06beM UHPY-
3MOHHOM Tepanuu naasMosameHuTenamu 30-40 Ma/kr
M NojAepXuBaTb COOTHOLIEHNE MHPY3MOHHO-TPaHC-
$y3noHHON Tepanuu K 06beMy KpoBonoTepu Kak 1:1
MPU KOHTPOJIE UCTOYHMKA KpoBOTedeHus [217-223]
(YAn —2,YYP —B).

Kommenmapuii. Mitgy3suoHHas mepanus, npumeHsemas Ha sma-
nax, npeowecmsyruux mpaHcg@y3uu KOMNOHeHMOoB KPOBU
U 0CMaHOBKe KpOBOMe4eHuUs, Heu3bexHo npuBooUM K 2eMo-
duntoyuu (pa3BedeHuro) — CHUMKeEHUIO CodepiKaHus hpakmopos
cBepmMbIBaHUA U MPOM6OUUMOB B eQUHUYe 06bema KpoBU. Tem
CaMbIM OUNIOYUS OKa3biBaeM HeamuBHOE BAUAHUE Ha 2eMOCma3
(OunroyuoHHas Koazynonamus) u cnocobHa ycuaums Kpogome-
yeHue. [pu pazBumuu ouatOGUOHHOU Koazya0namuu peKoMeH-
00BaHO UCN0/b30BaHUE KPUCMaANOUOHbIX paCmBOpOB, mozoa
KaK npuMeHeHue CUHMemMu4eCcKuX KONN0UOHbIX pacmaopos,
Hanpomus, He peKOMeHO0BaHO U3-3a UX He2amuBHO20 BAUAHUSA
Ha cucmemy 2emocmasa. [pu npodosKatoueMcs KpoBomeyeHuu
U He3ghheKmuBHOCMU XUPYpau4eCcKo20 2eMOCMa3a 06beM U co-
cmaB UH@Y3UOHHO-mpaHCPy3uoHHOU mepanuu He06X00UMO
onpedensams UHOUBUDYA/bHO B 3aBUCUMOCMU OM CMeneHu
HapyweHuli 2eMOOUHaMUKU, NapaMempoB CUCMeMbl 2eMOCMa3sa
umemna ouypesa.

PekoMeHgauma 61. Y naumeHToB ¢ MaCCMBHOW KpPOBOMO-
Tepel Npu peanvsaLm NpOTOKoNa MaCCUBHOM TpaHCdy-
3UM PEKOMEHAYETCA KOPPUrMpOBaTh FMMNOKaAbLUEMUIO
W NoAAEepXuUBaTb YPOBEHb MOHWU3UPOBAHHOIO KaslbLus
B npegenax 0,98-1,32 mmonb/n [224-232] (YA4A —3,
YYP —B).

KommeHnmapuii. [pu maccusHoli KpoBonomepe u peanu3sa-
yuu npomokona MaccusHoll mpaHc@ysuu Moxxem pazBumsca
onacHas 2unokanbyuemMus (KOHUeHMpPayus UOHU3UPOBAHHO20
Kanbyus iCa2+ meree 0,36 MMOAb/A BCAeOCMBUE NOMepu npu
KpoBome4eHuu, pazgedeHus, NpUMeHeHUA HecbanaHcupo-
BaHHbIX KpUCMaNA0UOHbIX pacmBopos (Hanpumep, xaopuda
Hampus), BBedeHue Cmabuau3upoBaHHbIX YUMpamom Hampus
(OekanbyuHUpOBaHHbIX) KOMNOHEHMOB KPOBU U UX 6bicmpast
mpaHcgysus (6onee 4 003 3pumpoyumos u nnasmbi). Taxenasn
2UNOKaNbUyueMus 0bbI4HO BO3HUKaem BO BpeMA akmuBayuu npo-
MmoKoaa MaccusHol mpaHcgy3uu npu MaccusHoli Kposonomepe
U Koppenupyem ¢ Konu4ecmaom 003 NepeAUMbIX 3pUmpoyUMos.
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MoHumopuHa UoOHU3UPOBaHHO20 KaAbYUSA U KoAU4ecmsa BBOOU-
M020 Kanbyus WupoKo Bapbupyemca. CmaHoapmu3upoBaHHble
NPOMOKO/bI pacno3HaBaHUA U 1e4eHUs mAXKenoli 2unoKab-
YueMuu BO BpeMsa MacCUuBHbIX mpaHc@y3uli Mo2ym yay4uume
pesynbmambl 1e4eHUS.

Hu3kuii ypoBeHb UOHU3UPOBAHHO20 KaAbUus CBA3aH C yBe-
NUYeHHOU 1IemanbHOCMbIO, @ MaKKe NOoBbIWeHHOU He06x00u-
Mocmbtro MaccusHol 2emompaHcPysuu. Kpome mozo, 2unoxans-
yueMmus B nepsble 24 4 Mo)xem npo2HO3UpoBams 1€mMabHOCMb
U He06x00UMOCMb MHO20KPaMHbIX nepeausaHull nyquie, 4em
caMble HU3KUe KOHYyeHmpayuu gubpuHozeHa, ayudos u camoe
Hu3Koe yucao mpomboyumos [224].

Kanbyuli B nnasme Kposu cyujecmsyem unu 8 CBO600HOM UO-
HU3UpOBaHHOM cocmosHuU (45 %) unu caszaH c 6eakamu u opy-
2UMU MO/IeKyNaMU B 6UO02UHECKU HeaKMUBHOM COCMOAHUU
(55 %). HopmanbHas KoHYeHmMpayus UoHU3UPOBaHHOU opMbi
Kkonebnemcs om 1,100 1,3 Mmmoab/n u 3aBucum om pH nnasmbi.
U3-3a nnoxoli pacmsopumocmu Ca(OH)2 8 Bode yBenudeHue
pH Ha 0,1 ymeHbwaem KOHYeHMpayur UOHU3UPOBAHHOR20 Ka/lb-
yus npubausumensHo Ha 0,05 mmone/n [233]. locmynHocms
UOHU3UPOBAHHO20 KaNbUs Ba)KHa 0111 CBOEBPEMEeHH020 0bpa-
30BaHUSA U CMabuau3ayuu y4acmyoBs noAuMepusayuu pubpura,
a yMeHbUeHUe KOHUeHmpayuu Kabyus 8 4umo3o e yckopsem
CHUXXeHue Bcex BUO0B mpomboyumapHol akmusHocmu. Kpome
mo20, Npu HU3KUX YPOBHAX UOHU3UPOBAHHO20 KaNbUus CHUXa-
romcsa cokpamuMocms cepoya U cucmemHoe cocyoucmoe co-
npomusneHue. C yenbro CoxpaHeHUA 61a20npusmHo20 BAUAHUA
Ha cepO0eyHO-CcoCyoucmyr cucmemMy u Koa2yAAyur KOHUeH-
Mmpayus UOHU3UPOBAHHOR20 Ka/bUus 00/)KHa NOO0ePKUBaMbCA
Ha yposHe > 0,9 MMOAb/A.

lunokanbyuemus pasgusaemcs BO BpEMA MacCUBHO20
nepenusaHuA B pe3y/ibmame ucno/ab30B8aHusA yumpama Hampus
B Ka4ecmse aHmMuKoazyAsHma B npodykmax Kposu. LjJumpam
Hampus nposBasem aHmuKoazynaHmMHoe delicmaue, CBA3bIBaA
UOHU3UPOBaHHbIU Kanbyull. [unokanbyuemus 60nbwe Bce2o
pacnpocmpaHeHa Ha poHe nepenusaHua C31u mpomboyu-
mapHoU Macchbl, maK KaK 3mu npodyKmasl COOepiKam BbICOKUE
KOHYyeHmpayuu yumpama. Ljumpam Hampus noosep2aemcs 6bi-
CMpoMy ne4yeHOYHOMy MemabouU3MYy, U 2UNOKaNbUUeMUs — KaK
npasuso, MpaH3uMmMopHoe ABAeHUE BO BpEMSA CMaHOapMHbIX
npouedyp nepenusaHus Kposu. Memabonusm yumpama Hampus
MOxKem 3Ha4umeIbHO ocnabesams BCredCmBuUe 2unonepgysuu,
2unomepMuU Uy hayUueHMmoB C Ne4eHO4YHOU HedoCmamoyYHo-
cmeto [234].

PekomeHpauma 62. Y naumeHTOB Npy MacCMBHOM KpPOBO-
noTepe peKoMeHAyeTcA corpeBaTb MHQY3MOHHbIE pac-
TBOPbI A0 37-38 °C Ana NpodUNAKTUKM OTpULLATEILHOFO
B/IMAHUA TMMNOTEPMUN Ha CUCTEMY remMocTasa [235-240]

(YAA — 2, YAP —B).

Kommenmapuii. [Jaxe HesHadyumensHas 2unomepmus (< 1,0 °C),
BbI3bIBaEM KOa2y/10namuro, 3Ha4umeIbHO yBeNUYUBAIOU, YO
Kposonomepto (Ha 16 %) u yBeauyusaem omHocumMenbHbIl puck
nepenusaHus npenapamos Kposu (Ha 22 %). CozpeaHue 8800u-

MbIX BHYMPUBEHHO UHPY3UOHHBIX paCmBOPOB (KaK u nayueHma
B Ue/10M) ABAISeMCA HEOMbEeMAEMOU 4aCmbr UHMEHCUBHOL
mepanuu MaccusHoll KPOBONOMePU U 2eMOPPa2UYECKO20 WOKaA.
CoznacHo lpuka3y MuHszdpasa Poccuu om 15.711.2012 Ne 919H
«06 ymsepixoeHuu Mopsdka oKazaHUss MEOUYUHCKOU NOMO-
WU B3pOCAOMY HacesnleHUto No npogunio “aHecmesuonoaus
u peaHumamonoaus”», annapamsl 014 nepuonepayuoHHO20
nodozpesa UHPY3UOHHbIX pacmBOpPOB BXOOAM B NepeyeHs
obopydosaHus OAPUT.

6. OpraHusauma okasaHUA MeAULUHCKON
noMoLym

MeauInHCKasi MOMOIIb OKa3bIBAETCS MEAUITUHCKAMU
OPraHUBAIMAMHY U KJIACCUDUITIPYETCS IT0 BUAAM, YCIOBUSIM
u GpopMe okazaHUs Takou nomomiu. K Bugam MeuIuHCKON
oMoty nanueHTam ¢ ABC-cuHApOMOM IpHU MacCUBHOM
KpOBOTIOTEpE OTHOCATCA: CIeNUaIM3UPOBaHHAs, B TOM HC-
Jie BBICOKOTEXHOJIOTUYHAS, MeAUIIMHCKAS TIOMOIIb B CKopas,
B TOM YHCJ/Ie CKOpas CIeNNaIu3upOBaHHASA, MEAUITUHCKAS
IIOMOIIIb. MeAUITMHCKAs] TOMOIb MOYKET OKa3bIBATHCS
B CJIEAYIOIINX YCAOBUSX: CTAI[OHAPHO (B YCJIOBHUSX, 06e-
CIIEYHBAOIINX KPYIIIOCYTOYHOE MEAUIIMHCKOE HAOMI0IeHIE
U JIeYeHune).

®opmoii OKa3aHNUA MEAUITMHCKON IIOMOIIY MAIfieHTaM
¢ ABC-cuHApOMOM IIpH MaCCUBHOU KPOBOIIOTEPE SBJAET-
CS1 9KCTPEHHAs] — MeAUIIMHCKAS ITIOMOIIb, OKa3bIBaeMas IIpH
BHE3AITHBIX OCTPHIX 3a001€BAHUIX, COCTOSTHUSIX, 060CTpe-
HUH XPOHIYECKUX 3200/I€BAHUM, IPEACTAB/ISIONUAX YIPO-
3y sku3HH nanueHTku (PegepaspHbIi 3akoH ot 21.11.2011
Ne 323-0®3 «OG6 ocHOBax OXpaHBI 3/0POBbSI TPAKAAH
B Poccuiickoit Pegepanum» ).

7. JononHuTtenbHaa nHpopMauus, BansIoLLan
Ha ucxop, 3abonesaHusa/cnHapoma

Ilpu peajmsanuu IpOTOKOJAa MAaCCUBHOH TpaHCy-
3uH A1 Koppeknuu /BC-cuHzpoMa MOTyT IOTpe6OoBaTh-
cst 6ospine 0GbeMbl a/UIOT€HHBIX KOMIIOHEHTOB KPOBH
B CBSAI3H C YeM BO3paCTaeT PUCK Pa3BUTHS IOCTTpaHCPY-
3HOHHBIX O0CI0XHeHuI. [TocTTpancdy3noHHbIE OCI0XKHe-
HESI IPE/CTAaBIeHbl B HOPMATUBHBIX foKyMeHTax (IIpuka3s
MuHucrepcTBa 34paBooxpaHenus Poccuiickoii Pezepanun
ot 20.10.2020 N2 1128n «O nopsgke npeAcTaBIeHUsA NH-
dbopmanuy 0 peakuAx U 00 OCIOKHEHHUAX, BO3HUKIINX
y PELUIINEeHTOB B CBsI3H C TpaHcdysueil (mepernBanuem)
AOHOPCKOU KPOBHU M/ €e KOMIIOHEHTOB, B YIIOJTHOMO-
4YeHHBIH (dezepasbHbIA OPTaH UCIIOJHUTEIBHOU BJIACTH,
OCYIIeCTBAAIOMMUE QYHKIUH 110 OPraHU3AllUU /esTeb-
HOCTH CAy)XObI KpoBm» (3aperucrpupoBad 06.11.2020
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Ne 60773), u Bpauu, IpoBoAAIINe TPaHCHY3HOHHYIO Tepa-

IIMIO ZJ0/DKHBI GBITh TOTOBBI K UX AUATHOCTHKE U JI€IEHHUIO.

Bu/ibl peaknuil v/ WM OCTOKHEHHSI Y PELUIINEHTOB, 00Y-

CJIOBJ/IEHHBIE TPAHC(Y3Uel:
m  00beMHas eperpysKa;

0CTpOe IMOBPEK/eHNUe JeTKHX;

O/IBIIIIKA;

QLIePrUvIecKye PeaKIn;

[OCTTPAHC(Y3UOHHASI TUIIOTEH3HIS;

runeprepmudeckast (GhedbpuibHasT) HEreMOIUTHYIE-

CKasi peaKIfus;

®  OCTDBIN reMOJIM3: UMMYyHHbIE PEAKIINT; HEUMMYH-
HbIE PEAKIINH;

m  OTCPOYEHHBIH remMosn3 (HaGIIOZAETCS B MEPUOZ
oT 24 4 70 28 AHeli mocie TpaHCY3HUH);

®  OTCPOYEHHAsI CEpOIOruIecKast TpaHC(Y3nOHHAS pe-
axius (depes 24 1 — 28 gHell mocie TpaHCPY3UM);

m  TOCTTpaHC(Y3HOHHAS MypPIypa;
mocTTpaHCcQy3HOHHAsT 6O0N€3Hb «TPAHCIIAHTAT

IIPOTHB XO35IMHA» ;
m  CeNTHYeCKUH IIOK;
neperpyska skee30M — BTOPHYHBIH FeMOXpOMAaTO3;
HHQUIUPOBAHUE IeMOTPAHCMUCCUBHBIMHU HH-
¢dexuusamu: BUY-undexnus, BUpyCHbIE TeIaTH-

KpuTepuu oLieHKM KayecTBa MeULMHCKOW NOMOLL Y

Pexomenzanuu paspaboTaHbl B COOTBETCTBUHU
¢ IIpukazom MunszgpaBa Poccuu or 28.02.2019 Ne 103m
«0O06 yTBepXKAeHUH TOPsAKA U CPOKOB paspabOTKU KIUHU-
YEeCKUX PeKOMEHZAIUH, UX IepecMOTpa, THIOBOH (OPMEI
K/IMHUYECKUX PEKOMEHAINH 1 TpeOOBaHUH K UX CTPYKTYPE,
COCTABY U HAyYHOH 0OOCHOBAHHOCTHU BK/IFOYA€MOH B KJIMHU-
JecKue peKOMeHJAIMH HHGOPMAIUK» (3aperncTpUPOBAHO
B Mumnrocre Poccun 08.05.2019 Ne 54588), a Tarcke ¢ [Ipukazom
Munszapasa Poccun ot 23.06.2020 Ne 6171 «O BHeceHUH U3-
MeHeHHH B npu/ioskenus Ne 1, 2 u 3 k Ilpukasy Munucrepcrsa
3apaBooxpaHeHust Poccuiickont ®ezgepanyu ot 28.02.2019
Ne 103u «O06 yTBepsK/AeHUH OPsIiAKA ¥ CPOKOB pa3pabOTKH
K/IMHUYECKUX PEeKOMEH/AINH, UX TepecMOTpa, TUIIOBOH (op-
MbI K/IMHIYIECKIX PEKOMEH/AIHI U TPeOOBAHUI K HX CTPYKTY-
pe, COCTaBy U Hay4HOIH 0O60CHOBAaHHOCTH BK/IFOYAE€MOM B KJIH-
HIYeCKUe peKOMeH/IAIUY HH(POpMAIHI».

MNHopmMauma o npunoxeHnax

OmIaliH-Bepcus CTaTbH CoAepXuT IIpunroxeHus A0CTyII-
HbIE I10 CChLIKE:

11 B u C. https://doi.org/10.21320/1818-474X-2023-4-7-42
- 2
Tabanua 8. Kputepun oueHKM KavecTBa MeANLMHCKOM MOMOLL M
Table 8. Criteria for assessing the quality of medical care
Ne Kputepuu kayectsa YAA Yyp
1 B npeonepaLMoHHOM neproge y nalueHTa cobpaH reMocTasnonorMyeckuii aHaMHes (Hanymne HaceACTBEHHbIX 3 B

3a601eBaHuUIn KpoBWu, KpOBOTe‘-IeHMl‘;I nan TPOM603OB B aHaMHe3e, Ha/im4une Taxesnoro 3a60/1€BaHMA NeYeHn
W/IN KOCTHOIo Mo3ra, ¢aKT npremMa aHTUarperaHToB M aHTUKOAry/IAHTOB.

1 TPOMOOLMTOB.

2 [1py OKa3aHWUM HEOTNIOXHOMN NMOMOLLY NPU KPUTUYECKMX COCTOAHMAX BO BPEMA OMepaTUBHOIO BMelLaTe/1IbCTBa 5 @
MHTPaoMNepaLMOHHbIi MOHUTOPUHI CUCTEMbI FeMoCTasa BKAoYan onpegenerne MTB, A4TB, yposeHb ¢pubpUHOreHa

3 IMpu BbIGOpe MeTOAa aHeCTe3UM YUYTeHbl MPOTUBOMOKA3aHUsA K PervoHapHO, HelipoaKcuasbHO aHecTesnm 5 C
CO CTOPOHbI CUCTEMBI FeMOCTa3a A/1 MPOPUNAKTUKM FreMOPPAruyeckmx OCTOKHEHW

NPOPUNAKTUKN reMOpPParnyecknx OCNOKHEHUI

4 Y nauneHTOB, NPUHMMAIOLLUX aHTUTPOMOOTUYECKME NpenapaThbl, MPU HEO6XOAUMOCTU SKCTPEHHOM onepaLmu 5 C
(vHBa3MBHOM NpoLeaypbl) NPOBEAEHA SKCTPEHHAN MHAKTMBALMM M KOPPEKLMM HApYLLEHMIA reMoCTasa An

reMocTasa v yMeHblUeHWA ob6beMa KpoBonoTepu

5 Py MHTPaoMepaLMOHHON MaCCUBHOM KPOBOMOTEPE U KOAry/a0naTMYeckoM KpoBoTeYeHUM (reMopparnieckom 1 A
¢deHotune IBC-cmHApOMa) peann3oBaH NPOTOKO/ MAaCCUBHOM TPAHCHY3UM A/1st KOPPEKLMM HAPYLLIEHUIA B CUCTEME

6 MauneHTy ¢ yannHeHneM 3HaveHnin A4TB n MTB 6onee vem B 1,5 pasa npy Hannymm KPOBOTEHEHWUA UAN NP 5 C
BbICOKOM PYICKE €ro passuTuA (BbINOHEHWE MHBA3WBHbIX BMELATEIbCTB) BbinonHeHa TpaHcdysusa C3MM (15-20 ma/
Kr).

7 pv nocTynneHnn naumeHTa ¢ MaCCMBHOM KPOBOMOTEPeW BBe/jeHa TpaHeKcaMoBas K1caoTa B Ao3e 1T B TedeHne 1 A

10 MVH C noceayoLWMM B/B 03POBaHHBIM BBeAeHMeM 1T B TeyeHue 8 4

8 Y nauueHTOB NpY MacCMBHOM KPOBOMOTEPE NMPOBEAEHO COrpeBaHme HPY3NOHHBIX pacTBOpoB A0 37-38 C° ann 2 B
NPOPUNAKTUKM OTPULLATENIbHOrO BAUAHUA TMMOTEPMUM Ha CUCTEMY reMocTasa
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