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1.1 DTHoJOrNsA, XINAEMHOJIOTHA U NMATOIeHe3

M3MeHeHuss B cuCTeME TIeMOCTa3a CONPOBOXKJIAIOT IPAKTUYECKH JII0OOe OIepaTUBHOE
BMEIIATENLCTBO. VX HampaBlIeHHOCTh M BBIPAKEHHOCTH 3aBHUCSAT OT MHOTUX (aKTOpOB: OT
XapakTepa IaToJOruM, o0beMa M TPaBMAaTUYHOCTH OINEPAaTHBHOIO BMEIIATENbCTBA, OT
opraHocnenuUUecKnX TmapameTpoB (pasHble OpraHel ¥ TKaHH OOJIANAOT  Pa3IMYHON
TPOMOOTIACTUHOBOM ¥ (PHUOPUHOIUTUICCKONH aKTHBHOCTBIO), OT MHIAMBHIYATbHBIX OCOOCHHOCTEH
HALUEHTA, OT UCHOJIb3YEMbIX KOMIIOHEHTOB aHECTE3HOJIOTHUECKOTO OCOOHS H T. 1.

CHHAPOM HMCCEeMHHHPOBAHHOIO BHYTpHcocyaucToro csepthiBanus (JABC) xkposu
ABJIAETCSI OMHUM M3 HauOojiee 4acTO BCTPEUAIOLIMXCs HapyIIeHUH cUCTeMbl reMocTasza. CHHIpOM
XapaKTepU3yeTcsl PACCesHHbBIM BHYTPUCOCYIUCTBIM CBEPTBIBAHMEM KpOBH, 0Opa3oBaHUEM
MHOXKECTBA MHKPOCTYCTKOB (DMOpHHA M arperatoB KIETOK (TpOMOOLMTOB, 3PHTPOLUTOB,
JIEHKOIIMTOB), KOTOpbIe O0pasyloTCsi B KaNWUIAPAaX W BBI3BIBAIOT OJOKagy MHKPOLUPKYJISLUH
oprasos [1, 2].

Cuwuraercs, uro JIBC-cuHIpom BO3HHKaeT B pe3yibTaTe AUCOATaHCA MEXIY CHCTEMaMH
KOAryJIIIUM U QHTUKOATYJIALUM C OJAHOW CTOPOHBI M (PUOPHMHOIU30M C APYroil. ITO CTaHOBUTCA
HOHATHBIM, €CJIM y4ECThb, YTO TPOMOUH, OTOOPaXAIOMIUN KOATryJISLMOHHYIO CUCTEMY, U IUIa3MUH,
XapaxkTepusyommid GUOPUHONIUTHYECKYIO CUCTEMY, SBJIAIOTCS KIIHOYEBbIMH Meauatopamu [IBC-
cuHapoma. TpoMOMH NPUBOAUT K IMATOJIOTHYECKOH BHYTPUCOCYAMCTON LMPKYJIALHMHU CIyCTKOB
¢bubpuHa, OTIIOKEHHUIO UX U TPOMOOIIMTOB B 30HE MUKPOIMPKYJISALNH, K MOTpeOIeHnt0 (pakTopoB
koarymsiuuu. Ilnasmun paspymaer ¢uOpuHoreH, GuOpUH M (PaKTOpHl KOAryJslUH, HPOU3BOJISL
¢ubpun- monomeps! u D-numepsl, xapakrepusie 1 [IBC-cunapoma. AxktuBanus GpuOpuHOIM3a
IpU MPOKOATYJISHTHOM CIBHUIE SIBISICTCS KOMIIEHCATOPHOW peakluei opraHu3Ma, HalpaBIeHHOU
Ha  BOCCTAaHOBJIGHHE COCYAMCTOH IPOXOAMMOCTH ¥  IPEAOTBpAIEHHE  IOJMOPTaHHON
HEJOCTaTOYHOCTH. ['eHepanu3oBaHHas TunepakTuBanus (uOpHHOIM3a MOXKET cama 1o cebe
ABJIATHCSI MHAYKTOpOoM martoreHe3a JIBC-cunapoma, Hampumep, MpH Jieiiko3ax, MPOCTaTIKTOMUH,
HCKYCCTBEHHOM KpPOBOOOpAILlCHUH, MEYCHOYHOH HEeJOCTaTOYHOCTH, IJIMTENBHBIX OINEpPaTHBHBIX
BMeIaTenbcTBax [3-5].

JABC-cunapom - Hecien(puuecKoe HapyIIEHUE CUCTEMBbI FeMOCTa3a, ABJIsIoIeecs Hauboee
YacThIM OCJIOXKHEHHEM OOJIBIIMHCTBA MATOJIOTMYECKUX IPOIECCOB, KOTOPOE, B CBOIO OUYEPEb,
CTAaHOBHUTCS BAXXHEHIIMM 3BEHOM MEXaHH3Ma IPOTPECCHPOBAHUS, PE3KOr0 OTATOMICHHS, a
3a4acTyi0 M HeOIaronpusTHOro ucxona Oone3nu. Hambonee uacteie mpuumnbl passutus [IBC-
CHHJpOMa Mpe/CTaBICHbI HIKE [1, 2].

Tospesicoenue mranet
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[J  YKyCBI HEKOTOPBIX 3MEH

[To naunubiM BopoOneBoit H.A. [6], oOHapyxeHa cBsi3b moauMopdHbIX BapuanToB reHa PAI-1
¢ kiauHuYeckod kapTuHou Tskectd JIBC-cunmpoma. Amnens 4G rena PAI-1 Bcrpewaercs y
6oabpHBIX ¢ JIBC-cuHApOMOM, Ui KOTOPOTrO XapaKTepHa 3HAYUTEIbHasl AENPEecCHs aKTUBHOCTU
($hubpuHOIN3a 1 MaKCUMaNbHas BhIpakeHHOCTh cumnTomoB [TOH.

IMeuenounas koaryaonarTusi. MexaHusm pa3Butus [7]:

— CHIDKEHHE CHMHTe3a (JaKTOPOB KOATryJIsIIINH,

— cuHTe3 Je(PEeKTHBIX (aKTOPOB KOATYJIALUH (IATOJIOTHYSCKUN (PHOPUHOTCH);

— nedurur ButamuHa K (nrmieBoii neunuT, HapyIIeHHBI CHHTE3 BUTaMUH K - 3aBUCHMBIX
(baKTOpOB, HEXBATKA JKEIUHBIX COJIEH - 00CTPYKTUBHAS KEJITYXa);

— TpoMOoLToneH s (THIEPCIUICHU3M C CeKBECTpaIHeil TPOMOOIMTOB, CHIKEHHUE TIPOTYKIHH
TPOMOOIOITHHA);

— CHIDKCHHas Jerpasaius akTHBUPOBaHHBIX (pakTopoB koaryssiuuu (IBC-curapom);

— TOBBIIICHHAS aKTUBAIMA (PUOPHUHOIUTHUECKON CUCTEMBI - TUIIEPPUOPUHOIHS.

KnuHnveckass — XapakTepUCTHKA:  OKXHUMO3bI,  JKEIYyJO0YHO-KHUIIEYHBIE  KpPOBOTECUCHHS,
KPOBOTEYEHHE W3 BAPUKO3HBIX BEH, HOCOBOE KPOBOTEUYEHHE, KPOBOTOUYMBOCTH W3 MECT
BEHEMYHKIINH, KPOBOTEUEHHUSI, BEI3BAHHBIC MIPOIEAYPAMH.

Ypemuueckas koaryJjonatus. JJucyHKIus TPOMOOIMTOB M CHIKEHHE B3aMMOJEHCTBUS
CTEHKH COCy/Ia U TPOMOOIUTOB (OAMH U3 BO3MOKHBIX MEXaHM3MOB 3TOTO — IMOBBIIICHUE CHHTE3a U
IKCIIPECCHH OKCHJA a30Ta JHIOTEIMEM) - OCHOBHBIC IPUYMHBI KPOBOTCYCHUH MPU YPEMHH.
Arperanysi TpoOMOOIIUTOB MOXET MHTHOMPOBATHCS TAKMMH BEIECTBAMH, KaK T'yaHHJIUHSHTapHAs
KHCJIOTA, (PEHOJIBI, MOYEBMHA U ''MOJIEKYNbI CpeJHEeld Macchl" B KOHLEHTpAIMAX, OOHApYy>KECHHBIX
npu ypemun. OcTaToyHOE KOJIMYECTBO I'eNapHrHa, UCTIOIB3YEMOT0 IPH TeMOIUAN3E, TAKIKE MOXKET
BHOCHTD BKJIaJ] B TEMOppAaruiecKue MmposBieHUs npu ypemun. OnpeeeHHbli BKIal B TeMOpparuu
BHOCHT aHEMHsI. TMAaTOTEHETHYECKWE MEXaHH3MBI AITOTO HESCHBI, HO TOCIE TeMOTpaHc(y3uu
YMEHBIIIAETCS BPEMsI KPOBOTEUEHHSI U TEMOPPArHYECKHI CHHIPOM.

VY manmueHToB ¢ ypeMmue BEIpaXEHHOCTh HapyIeHUs PYHKIIUHA TPOMOOIIUTOB KOPPETHPYET
C TSHKECThIO ypeMuH U aHemud. Ha ¢oHe ypemun HapylaeTcst aare3us, akTUBAIMS U arperamus
TPOMOOIIUTOB M TIOBBIIIACTCA MTPOAYKIMA TpomOokcana A2. Bpems cBepThIBaHUS KPOBU Yy

OOJIBIIIMHCTBA MALMEHTOB ¢ ypemueil yBennuuBaetcs 10 30 u 6onee MuHyT [8].

TpaBmaTnueckasi koaryaonatusi. [IpumepHo y TpeTn Bcex MarMeHTOB ¢ TPaBMaTHYECKUMU
KPOBOTEUEHUSIMU IIPH TOCHUTAIM3ALUN JUATHOCTHPYIOT KOAryJIONaTHio. JTa Ipynna MalueHTOB
JEMOHCTPHUPYET 3HAYUTEIbHOE YBEIWYECHNE YacTOTHI MOJHMOPTraHHOM HEIO0CTAaTOYHOCTH U CMEPTH
[0 CPAaBHEHMIO C MAalMEHTaMM C IMOXO0XXMMHU TpaBMaMM IpPU OTCYTCTBUM Koaryjonatuu. PaHHss

OCTpad KoaryJjomnaTtusd, CBsA3aHHad ¢ TPaBMaTUYCCKUM



nopakeHHueM, Oblla MpH3HAHA MHOTO(MAKTOPHBIM TEPBHYHBIM COCTOSHHEM, KOTOPOE SBISETCS
pe3yJIbTaTOM COYETaHHs [IOKA, BHI3BAHHOTO KPOBOTEUCHHEM, 00pa30BaHMs KOMIUIEKCA TPOMOUH-
TPOMOOMOAYJIMH B  TPaBMUPOBAHHOW TKAaHU U  aKTUBAMK  (UOPUHOIUTHYECKHX U
AHTUKOATYJISTHTHBIX MexaHu3MoB (puc. 1) [9]. Pasmuunbie (akTophl OKa3bIBAIOT BIMSHHE HA
TSDKECTh HapymieHus: koaryisiuu. C OIHOH CTOPOHBI, KOAryJomaTusi 3aBUCHT OT BIIUSHHS
(hakTOpOB OKpY)KAaIOIIeH Cpeabl W Tepalud, KOTOPhIe CIOCOOCTBYIOT Pa3BUTUIO AIUIEMHH,
THIIOTEPMHH, JTUTIONIH, TUIONEep(y3HH U UCTOMICHUIO (PakTOpOB cBepThiBaHus KpoBu. C mpyroit
CTOPOHBI, 3TO COCTOSHHE H3MEHSETCS I0J] BIMSHHEM HHIUBHIYaIbHBIX (DAKTOPOB MAIMEHTA,
BKJIFOUYasl TeHeTHYeckuid ()OH, COMYTCTBYOLIME 3a00JeBaHMs, BOCMIAICHHS U JICKAPCTBEHHBIC

CpE€AacCTBa, 0COOEHHO NEPOpPAIBHBIC aHTUKOAr'yJIsIHTbl M BBCACHHUC KUIKOCTU HA JOrOCIHHUTAJIbHOM

aTarie.
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Puc. 1. [IaTonere3 pPa3sBuUTUA TpaBMaTI/l‘leCKOﬁ KoaryJ/JionaTuu

TpomOouuTonenuu. Bpigensior Tpu NaToQU3NOIOTHYSCKUE MPHYUHBI  PA3BUTHUS
TPOMOOLIMTONEHUHU: HApYIICHUE MPOAYKIHUU TPOMOOLIMTOB, MepepacipeeseHie TPOMOOLUTOB U
YCKOpEeHHOE uX paspyuienue (tadmuima 1) [10, 11].

TpomOouTOTIEHNsT HE WMEET KAaKUX-THOO CHEelM(PUIEeCKUX CHUMITOMOB M KIMHUYECKUX
npu3HaKoB. EIMHCTBEHHBIM XapaKTEpHBIM MPHU3HAKOM TPOMOOIIMTOTICHUW SIBJISIETCS TIOSBICHHE
METeXUaTbHON CHITM Ha KOKE M CIU3UCTBHIX 000104kax. Chillb OOBIYHO HamOoJiee BBIpAKEHA Ha

KOJK€ HIDKHHX KOHCYHOCTEH (I/I3-3a BBICOKOT'O THAPOCTATUYCCKOI'O I[aBJ'IeHI/ISI).



Hapymenne npoaykiuu TpoMOOIIMTOB MOKET ObITh O0YCIIOBICHO MOBPEXKJACHUEM KOCTHOTO
MO3ra, B 3TOM Clly4ae CTPaJal0T BCE TPU TIEMOINOITUYECKUX POCTKA U Pa3BUBACTCA aIlIa3us
KOCTHOTO MO3ra (ariacTuyeckas aHeMusi). Y MEHBIIICHHE COICPIKAHUSI METAKAPUOLIUTOB B KOCTHOM
MO3re HaOJI01aeTCsl BO BpeMsl JIy4eBOM M XMMHUOTEpANUH 3JI0KaYECTBEHHBIX HOBOOOpPA30BaHUii; B
pe3ynbpTaTe JACUCTBUS psila TOKCMYECKHX BELIECTB, HAampuMep O€H30Jla W WHCEKTUIUIOB; INPHU
MIPUMEHEHUH PsI/Ia JIEKAPCTBEHHBIX IPETapaToOB: THA3UIHBIX JUYPETUKOB, CIIUPTA, ICTPOT€HOB; IpU
BUPYCHBIX TemaTuTax. WMHQMIbTpamus KOCTHOTO MO3ra 3JI0KaYeCTBEHHBIMH KJIETKAMH TOXeE
BBI3bIBACT HapylIeHHE TpoMOomnod3a. Omyxoiu caMoil KPOBETBOPHOM CHCTEMBI - MHEJIOMA, OCTPHIi
neiiko3, auMdoma, a Takxke MuenonpoiudepaTHBHbIE 3a00J€BaHHUA TAKXKE YaCTO HPUBOIAT K

HapyIICHHsSM TPOMOOII033a; pexe BCTPEUAIOTCS METAacTaTUYecKas KapuuHoMa M Oose3Hs [ omre.
HeaddextuBHBIN TpoMOOI1033 HAOIFOAaETCS TaKXKe MPH IedUIuTe BuUTaMuHa B12

1 (GOJMEBON KHUCIIOTHI, BKJIIOYAs MAIMEHTOB C aJKOTOJM3MOM M HapyIIEHHSIMH MeTadoim3Ma
¢donmeBoil kucnoTel. B mocienHem ciaydae Bce HapylleHUs 0Opa3oBaHHs TPOMOOLUTOB OBICTPO
perpeccupyroT Ha (oHe aieKBaTHOM BUTAMUHOTEPAITUH.

K 3aboneBaHusiM, OOYCIIOBJICHHBIM IOBBIIIEHHONH CKOPOCTBIO pPa3pyLIeHHUs TPOMOOLUTOB
HEMMMYHHOM TIPUPOJIbI, OTHOCSTCS TPOMOOTHYECKas TpoMOoLuTonennueckas mypmypa (TTII),
remosutiueckuii  ypemuueckuit cunapom (I'YC) m HELLP-cunapom. Hecmotpss Ha TO, 4TO
[aToreHe3 KakJoro M3 3THX 3a00JieBaHUM OTIMYEH OT APYrMX, BCE OHU MOTYT NPHUBOAMUTH K
TpOMOO0OPA30BAaHUIO U PA3BUTHIO OPTaHHON HEIOCTATOYHOCTH.

Tpombomuueckass mpomboyumonenuyecxas nypnypa [10, 11]. B cummromoxomruiekce TTII
BXOJIAT. JIUXOpajka; TpomOouuTonenus 6e3 nadoparopubix npuszHakoB [IBC (nopmanbubie [1TB,
AUYTB u conepxanue GpuOpHHOreHa); MHOKECTBEHHBIC OKKITFO3UM MEJKUX KPOBEHOCHBIX COCYIIOB
(crycTkH TPOMOOILIMTOB) C MOPAXEHHEM TTOYCK, ICHTPAIbHON HEPBHOIM CHCTEMBI, HHOT/IA — KOXKH U
JUCTAIbHBIX CETMEHTOB KOHEYHOCTEH; MMKpPOAHTHONATHYeCKas TIeMOJMTHYECKas aHEeMHUs
(cmencTBHE MEXaHHUUYECKOW —(DparMEHTAlMd JPUTPOLMTOB TIPH MPOXOXKACHHH HX  uepes
3aKylmoOpeHHbIe TpoMmOoiTamu aprepuoibl). OJHako Hamboliee YAcTO HAOMIOAAITCI TPH
CHUMIITOMA:  (pparMEHTAlUsl  OPUTPOLMTOB, TPOMOOLMTONEHHS ¥  TOBBIILICHHE  YPOBHS
JAKTAaTAECTUAPOT€HA3bl B KPOBU BCIEJACTBME TI'€MOJIM3A; HAJIM4YUs 3TOM TpHaabl CHMITOMOB
JOCTAaTOYHO Il MOCTaHOBKM nuarHo3a. TTII moxer mopaxarh Iiefibleé CEMbU, MOXET HOCHUTH
CHIOpPaIUYECKUIl XapakTep W BO3HUKATh 0Oe3 BuAMMON mnpuyuHbl (uauonatudeckas TTII);
NPUHAMATh XPOHUYECKUI PELUIMBUPYIOIIMN XapakTep; pa3BUBAThCA KaK OCIOKHEHHUE I0CIe
TpaHCIIAaHTALIMM KOCTHOTO MO3ra MM Kak MOOOYHBIA 3(PQPEKT MpH JIEYCHUH, THUKIOMUIAMHOM,
muromunuHoM C, wuHTEp()EpPOHOM-0, TEHTOCTATUHOM, TE€MIHUTA0MHOM, TaKpPOJIMMYCOM WIIN
muksiociopuHoM. TTII — 3To Hanbonee spKuil MpUMEpP MOBHIIEHHOTO Pa3pyIIEHUS] TPOMOOIIUTOB

BCJIEJICTBHE MX aKTHBALIMH, arperaiii ¥ TpoMO000pa3oBaHMs C pa3BUTHEM OpPTaHHOMN



HEJOCTaTOYHOCTH. B OCHOBe maToreHeza JIGKUT CHIDKEHME AaKTHUBHOCTH  IIPOTEasbl,
nerpagupyromieit  pakrop BumreOpanma (mepurmr ADAMTSL3), o0ycioBieHHOE MyTalHel
koaupymomero ee rena ADAMTS13; 3To npuBOIUT K TOMY, YTO B KPOBH MOCTOSTHHO LIUPKYIUPYIOT
CBEPXKpYIHbIE MyIbTUMEpPHI (hakTopa BumieOpanna.

Temonumuxo-ypemuueckuti cunopom [10,11]. TYC naubosee yacto pa3BHBaeTCs y JeTeil C
nuapeeit, oOyciosienHoi Escherichia coli wnu ponactBeHHbIMU eit OakTepusiMu. 3aboieBaHHE
HAYMHAETCS C PA3BUTHUS MMOYEHYHOW HEIOCTATOYHOCTH,; TPOMOOILMTONICHNSI M AHEMHUSI BBIPAXKEHBI HE
TaKk 3HauuTenpHO, Kak npu TTII, kpoMe TOro, OTCYyTCTBYET HEBPOJIOTMUYECKasi CUMIITOMATUKA. 3a
UCKIIIOUCHHEM peNKHuX ciydaeB Tspkenoro tedeHuss ['YC 'y HOBOPOXKIEHHBIX, TNPOBEICHHUS
miasmadepe3a wim tpaHchysum C3I1 He TpebOyercs. B OonpmmHCTBE ciiydaeB 3a0oJieBaHUE
perpeccupyer CaMOCTOSIT€IbHO Ha (OHE IeMOAMAIN3HOM NOIJNEPKKU, YPOBEHb CMEPTHOCTH
coctaisier MmeHee 5%. Hampotus, y B3pocnbix npu uHbunupoBanuu E. coli Moxer pa3BuBaThes
cuapoMm, couetaromuii B cede ueptel I'YC u TTII ¢ HeckosIbKO MeHee BBIPaKEHHBIM MOPaXKeHHUEM
HoYeK. YPOBEHb CMEPTHOCTH CPEAM JIeTeH cTapllIero Bo3pacTa U B3pOCIBIX Oosiee CyIeCTBEHHBIH,
MOITOMY JICYEHHE MIOJDKHO BKJIIOYATh M TeMOAMANN3, W IUIA3MAaOOMEH BHE 3aBUCHMOCTH OT
xapakrepa 3a00JIeBaHuUS.

HELLP-cunopom [10, 11]. TpoMOOIUTONEHHUS YaCTO OCIOXKHICT TeueHne 6epeMeHHoCcTH. Bo
BpeMsi OepeMeHHOCTH y 6-7% >keHIIMH HaOIromaeTcsi yMepeHHas TpomOouutoneHus (YpoBEeHb
tpombouuroB ot 70000 o 150000 B MKII) — OHa SIBISETCS CICICTBUEM TeX K& (HH3HOIOTHUSCKUX
U3MEHEHUH, 4YTO JIe)KaT B OCHOBE pa3BUTHUSA JWIIOLMOHHOW aHemMuu OepeMmeHHbIX. Y 1-2%
OepeMEeHHBIX TPOMOOLIMTONIEHHUSI COYETAETCs ¢ TunepTeH3uel, a y 50% >KeHIUH ¢ mpesKIaMIchuen
U K MOMEHTY poaoB pas3BuBaercsi J[IBC-momoOHOe cocTosiHME € TSDKEIOH TpOMOOLMTONEHHEH
(yposerp TpombommToB 20000 - 40000 B wmkim). OT0 cocrosiHme moiyuwio HasBanue HELLP-
cuHApOoM: remonu3 sputpormtoB (H — hemolysis) coueraercs ¢ moBbIlIeHHEM YPOBHS MTEYEHOYHBIX
depmentoB (EL — liver enzymes) u tpombonutonenueir (LP — low platelet). C touku 3penus
naro¢usuonorun HELLP-cunapom ouens noxox nva TTIIL. [ns ycnemHoro geueHust HEOOX0IMMO
KOHTPOJHMPOBATh apTEpPHAJIbHOE [aBIICHHE NAIMEHTKH, BBI3ZOPOBICHHE OOBIYHO MPOUCXOAUT
CaMOIPOM3BOJIBHO TIOCNIE 3aBeplIeHUs poaoB. OJHAKO y HEKOTOPBIX MALMEHTOK IIOCIE POAOB
MOXeT pa3BuBarbcsi pa3zBepHyThii cumnroMokoMmivieke TTII-I'YC. Ilocnepogosass TTII — 3TO
TSKEJIOe YIpOXKarollee KU3HU 3a00JIeBaHKE C IJIOXUM IIPOTHO30M.

Yacto TpoMOOLMTONEHHS Pa3BUBAETCS MPHU AyTOMMMYHHOW MATOJIOTHH. TSDKECTh ee MpH
9TOM 3HAYMTENBHO BapbupyeT. B HEKOTOPHIX ciaydasx ypoBeHb TpoMOouuToB cHmkaercs go 1000-
2000 B Mk, B mpyrux - He omyckaercs Hike 20000/mMkn mnm BOOOIIE MOXET OBITh MOYTH
HOpPMaJIbHbIM. JIMarHO3 MMMYHHOW JECTPYKLMHU TPOMOOLUTOB BBICTABISETCS HA OCHOBAHUU

KJIMHUYECKHUX MPU3HAKOB, YBEIHUCHHUS KOINYECTBA PETHKYIApHBIX (comeprxkammx PHK)



TPOMOOLIMTOB B KPOBH M YBEIMYEHUs KOJIMYECTBA U IUIOUIHOCTH MEraKapHUOLUTOB B KOCTHOM
Mo3re. YBenuueHHe oO0Iled Macchl MErakapuOLMTOB B KOCTHOM MO3r€ B OTCYTCTBHM IIPOYMX
OPUYMH CYMUTAeTCS IPU3HAKOM KOMIIEHCALIMM HHU3KOIO CpOKa JKM3HM TPOMOOLMTOB B
nepudepuieckoit KPoBH.

Jlexapcmeennas aymoummynnas mpomooyumonenuueckas nypnypa [10,11]. Hexoropsie
JICKapCTBEHHBIE Ipernaparsl CHOCOOHBI BBI3BIBATH PA3BUTHE HWMMYHHOH TpPOMOOLUTOIICHHH.
Hanbonee moiaHO M3ydeHO AEHCTBHE XWHUHA, XUHUIUHA U CEAOPMUAA. Y TALUEHTOB Pa3BUBACTCS
TSDKEJask TPOMOOIMTONEHUSI CO CHIKEHHEeM ypoBHS TpomOoruroB Hmwke 20000/mkn. Dtu
JIEKapCTBEHHBIE IperapaThl IEHCTBYIOT KaK TanTeHbl, 3alyckas oOpa3oBaHWE AaHTUTEIN, a 3aTeM
CIIy’)KaT Kak OOJIMraTHbIE MOJICKYJbl JUIS CBSI3bIBAHUS AQHTUTEN C IOBEPXHOCTbIO TPOMOOLIUTOB.
Jlaxxe mpu mepBOM BBEJICHMH JICKAPCTBEHHOTO IpenapaTa yXe 4epe3 HECKOJIbKO YacOB MOXKET
pa3BUBATBCS TsDKENAsh TPOMOOIMTONIEHUS U3-32 HAIMYMS Y MAIMEeHTa TOTOBBIX aHTHUTEN. Takoe
pasButre coObiTHI ¢ pa3Hoil wacToToil (0%-13%) HabmromaeTcst mpu MpUMEHEHHH aOCHKCHMaba
(peompo) u mpoumnx wuurubutopos llb/llla peunenropos. CtumynupoBaTh 00pa3oBaHHE AHTHUTEIN
CHOCOOHBI M HEKOTOpble apyrue mpenapatsl: o-MeTHIOIIA, cynbpaHnnaMuap!, COmU 300Ta,
OJIHAKO OHHU HE SIBJISIFOTCS OOJIMIaTHBIMU TalITEHAMH.

I'enapun-unoyyuposannas mpomboyumonenusi  [10,11]. Y GOJBIIMHCTBA MAIMEHTOB,
MOJYYalOIMX HeQpPaKIMOHUPOBAHHBINA TeMapHH, B TEUEHHE IMEPBOTO K€ JHS IOCIE Hadaia ero
BBEJICHUS TPOUCXOAUT YMEPEHHOE CHIDKEHHE YpOoBHs TpoMOouutoB — pa3BuBaercss [UT | Tuma
(neummynnass TUT). Ee pa3BuTue BbI3BaHO yMEPEHHBIM YMCHBIICHHEM JUIMTEIBHOCTH IKU3HH
TPOMOOIIMTOB BCIIE/ICTBHE MACCUBHOTO CBS3BIBAHMS C HUMU renapua. Bee HapyieHus npexoasnm
U KIMHUYecKH He 3HauuMbl. Bropas ¢opma I'UT — I'HMT Il tuna nnm mMmMyHHO-OIIOCpe10OBaHHAS
I'NT — 3acmyxxuBaer OOJBIIETO BHUMaHUsS. Y TMAlMEHTOB, MOJYYarOMIMX renapuH Oosiee 5 mHEH,
MOTYT 00pa30BBIBATHCS AHTUTENIA K KOMIUIEKCY TenapuH-TPOMOOIMTApHBIH (akTop 4, KOTOphIe
CHOCOOHBI CBA3BIBATHCA C FC-penenTopamMu TpOMOOIMTOB M 3aITyCKaTh AKTHUBAIMIO M arperanuio
TpOoMOOIIMTOB. AKTHBaLUS TPOMOOIIMTOB BEAET K HOBOMY BBICBOOOXKICHUIO TeMapHH-
TpomboruTapHoro (¢akropa 4 u K 00pa30BaHUIO MUKPOYACTHI] TPOMOOLIMTOB, KOTOPhIE 00JIaAaroT
NPOKOAryJISHTHBIM JeiicTBueM. Komriuieke renmapus-tpomOouuTtapHblii (aktop 4 cBsA3BIBaeTCS C
SHJIOTEHATBHBIME KJIETKAMH U CTUMYIIHPYET 00pa3oBaHie TpoMOuHa. IN Vivo Bce 3TO NPHBOIUT
K TIOBBIIIEHHOMY HOTPEOJICHHIO TPOMOOIIMTOB C Pa3sBUTHEM TPOMOOIMTONEHHH M K BEHO3HBIM
u/unm aprepuanbHbIM TpomMbo3am. BepostHocts passutus [UT Il Tina BapsupyeT B 3aBUCHMOCTH
OT THIA W J03bI TeTapHHa, a TAKXKe OT MPOJODKUTEIBHOCTH TeNapuHOTepanuu. Y MalUeHTOB C
['UT na dpone npoaomKaromencs renapuHOTepanuy 3HaYUTEIbHO MTOBBIIIAETCS PUCK TPOMOO30B

(abcomorHbii puck 30%-75%).



[Ipn BBeneHNM HEPPAKIMOHUPOBAHHOTO TeMapvHa Ha NPOTSLKEHUU OoJiee MATH AHEH Y
MAIMEHTOB CJIEAyeT PYTHHHO KOHTPOJUPOBATH YPOBEHb TPOMOOLMTOB. CHIKEHHE KOJIWYECTBA
TpoMbouuToB Oonee yem Ha 50% oOT HMCXOIHOTO YpOBHS BHE 3aBUCHUMOCTH OT aOCOIIOTHBIX
3HAYCHUH MOXET CBUJETEIhCTBOBATh O TmosBieHun aHtuten [UT 1l tuma u  jgukryer
HEOOXOIUMOCTh OTMEHBI TelapuHa M 3aMEHbl €ro Ha NPAMOW HHTHOUTOpP TPOMOHMHA WU
WHTUOUTOp ero oOpa3oBanHwus, Hanpumep QonmamapuHykc. Octpas dopma 'MT Il tuma moxer
pa3BUBaThCS MPU MOBTOPHOM BBeAeHHM remnapuHa B Teuenue 20 qHel mocne ero oTMeHsl. [Ipu
HAJIMYMHU Y TAMEHTa aHTUTEI TOBTOPHOE BBEACHHUE TelapriHa MOXET BBI3BIBATH OCTPYIO PEAKIIUI0
C pa3BUTHEM TSDKEJIOr0 JUCIHO?, MOTpscAoniero o03Ho0a, OOWUJIBHOTO MOTOOTAEICHHUS,
TUMEPTEH3UU U Taxukapauu. [IponomkeHre BBEACHUS renapruHa TaKUM MAlUeHTaM COMPSIKEHO C
(aTaJbHO BHICOKUM PUCKOM TPOMOOIMOOINIECKIX OCTIOKHEHHH.

Hmmynnas — (uouonamuueckas)  mpomboyumonenuveckas — nypnypa  [10,  11].
TpomOouuTOoneHus, He CBS3aHHAs C MPHEMOM KaKUX-IHOO JIEKAPCTBEHHBIX IPENapaTros,
UHQEKIUAMHA WIM ayTOUMMYHHBIMH  3a00JIeBaHMSIMH  OOBIYHO  KIIACCHU(UIMPYETCS  Kak
uauonatudeckas — TpomOonutoneHndeckas —(ayromMmmyHnHas) —mypnypa  (MTII).  JImarHo3
BBICTABJISIETCSl IyTEM MCKIIIOYEHHS BCEX BO3MOXKHBIX TMPHYUH JECTPYKIUU TPOMOOIMTOB
HEMMYHHOW M UMYHHOM 3THOJIOTHUHU. 3a00JI€BaHUE Y B3POCIBIX Pa3BUBACTCS OCTPO, B OOJIBIIMHCTBE
CllyyaeB IPOMCXOIUT mepexo] B XpoHuueckyro ¢opmy WTII, npu kKoTopoit s mojiep:KaHus
Oojiee WM MEHEe HOPMAJIbHOTO YPOBHS TPOMOOLMTOB Ha (POHE CHIDKEHHUS IMTEIBHOCTH HX
JKU3HU TIPOUCXOAMT TOBBIIMIEHHE CKOPOCTH MPOAYKIIMM HOBBIX TPOMOOIIMTOB KOCTHBIM MO3TOM.
VYrpo3a KpOoBOTEUEHHUI BOSHUKAET JIMIIb TPH OUY€HBb BBIPAYKECHHOM CHIDKEHUH YPOBHS TPOMOOITUTOB.
OTO OTpakaeT MOBBIMIEHHE CKOPOCTU MPOHM3BOJCTBA TPOMOOIIMTOB KOCTHBIM MO3TOM M HX Ooliee
BBICOKYIO (D)YHKIIMOHAJIBHYIO aKTUBHOCTH, KOTOPBIE KOMICHCUPYIOT CHIDKEHHE JJIUTEIBHOCTH HX
JKU3HU BCJICACTBHE YCKOPEHHOM IecTpykuuu. Y mnanueHToB ¢ XpoHudeckoil WTII ypoBeHb
tpoMOonuToB 00b19HO coctaBiseT oT 20.000 no 100.000 B mkin. B Hambomee TAXKENbIX Clydasx
JUIUTENIHOCTh JKU3HU TPOMOOILIMTOB MOKET YMEHBIIATHCS 10 HECKOJbKUX AHEH W JIa)Ke YacoB;
JNECTPYKIMS WX TPOHMCXOIUT TJIaBHBIM 0Opa3oM B cene3eHke. CpOK JKU3HHM TEpeTMBAEMBIX
JIOHOPCKHUX TPOMOOITUTOB TAKKE COKPAIIASTCS.

Tpoméouutonmatum [10, 11]. TIpuoOpereHHble HapyiIieHHs (GYHKIHH TPOMOOIUTOB
pa3BUBAIOTCS HA (POHE T'€MONOITUYECKOW MATOJOTMH, CUCTEMHBIX 3a00JIeBaHUN U B pe3yJbTaTe
npreMa psifia JIEKapCTBEHHBIX MPENapaToB. 3a4acTylo 3T HAPYIIEHUS HACTOIBKO XapaKTePHBI, 4TO
JUISL TOCTAHOBKHM JTMarHo3a JOCTATOYHO JIMIIb HAIWYMS ONPEAEIECHHBIX KIMHUYECKUX YCIOBUHA WU
CBEJICHHI O MpUEeMe Te€X WM MHBIX JEKapCTBEHHBIX MPENnapaToB.

Y namMeHToB ¢ MuUeNonpoiudepaTuBHOW matojorued (C UCTUHHOW MOJMIUTEMHUEH,

MHEOUTHON MeTaria3uel, HAnonaTHIecKuM MUeIo(pruOpO30M, ICCEHITNATBLHON



TPOMOOIIMTEMHEH, XPOHHUECKOW MHEIOTCHHOW JICWKeMHEH) YacTo pa3BHBAIOTCS HapyIICHUS
(GyHKIUN TPOMOOLUTOB. Y HEKOTOPHIX M3 HUX 3HAYMTEIbHO IOBBIIIEH YPOBEHb TPOMOOIMTOB U
UMEETCs! CKJIIOHHOCTb K TOBBIIIEHHOW KPOBOTOYHMBOCTU M K PAa3BUTUIO apTEpUANIbHBIX U BEHO3HBIX
TpoMOO30B, WJIM U TO U Jpyroe. Y MalMEHTOB ¢ MCTUHHON NOJIMLIUTEMHEH yBelndeHue oObema
LUPKYJIUPYIOIIEH KPOBU M IOBBILIEHHE €€ BSI3KOCTU CO3JA0T JOMOJHUTEIbHBIC YCIOBHS JUIS
pa3BuTHUs TpomO030B. JlabopaTopHble NpPOSIBIEHUs MOTYT 3HA4MTENbHO BapbupoBaTh. HaumOoiee
CYLIECTBEHHbIE M3 HHUX 3aKJIIOYAIOTCA B HAPYIICHUW aJpEHAIMH-WHAYLUPOBAHHOW arperaunuu
TPOMOOITUTOB.

HekoTopsle JneKkapCcTBEHHbIE IIpernapaTbl TaKK€ OKa3blBAlOT HETaTHMBHOE BIMSHUE Ha
GbyHKIMIO TPOMOOIHMTOB. XOPOIIO W3BECTHO O JEHCTBUM Ha TPOMOOIMTHI aclHUpUHA U
HeCcTepOuAHbIX npoTuBoBocanuTeabHbix cpenctB (HIIBC). C Touku 3peHHs] KIMHMKH BCE 3TH
npernapaThl BJISIOTCS c1a0bIMU HHTHOUTOpaMy (GYHKIIMU TPOMOOIIMTOB U caMU IO ce0e OOBIYHO He
BBI3BIBAIOT TSDKEJBIX KpoBoTeueHMH. OqHako Ha (oHe NeHCTBUA JIPYTruX OTAr4Jaromux (pakTopoB
(npyMeHeHHe ~ aHTUKOAryJIssHTOB,  Hapymenue  gestenbHoctd  JKKT,  xupypruueckue
BMEIIATEILCTBA) OHMU BCE-TAKU CIOCOOHBI MPUBOAMTH K Pa3BUTHIO KpoBOTeueHWil. HekoTopsie
NHIIEeBbIe TPOAYKTH U muiieBble n100aBku (Butamuubl C u E, omera-3 >kupHbBIC KUCIOTHI, TpUO
KUTAWCKOTO YEPHOTO JIepeBa) TaKKe MOTYT OKa3blBaTh OOpAaTMMOE WMHTHOMpYIOIIee BIUSHUE HA
TPOMOOIMTEL. AATe3UI0, aKTHUBALMIO U arperaniio TPOMOOLMTOB YTHETAIOT TaKXKe NMEHUIMIITUHBI
(kapOCHUIMJUTHH, TMEHUIWUINH, THKAPUWDUIMH, aMIUNWUINH, HAQIWUINH), Ue(aToCIOpUHBI
(MokcanaktaMm, nedorakcum). s pa3BUTHS KpOBOTeUYCHHH Ha ()OHE BBEICHHS AHTHOMOTHKOB
TpeOyeTcsl HaJluyue JOTOJIHUTEIbHBIX OTAr4Jarolmux (akTOpOB, TaK KakK IPH HA3HAYEHUH HUX
OTHOCHTEIIFHO 370POBBIM MAIMEHTaM KpPOBOTEUCHHH 00bIYHO He Halmonaercs. CyiiecTBeHHOE
BJIMSIHUE Ha (QYHKIIMIO TPOMOOLIMTOB OKA3bIBAIOT JIEKCTPaHbI. | MAPOKCUITHIKpaxMalibl B MEHBIIEH
CTEITIECHU BIUSIOT HA arperamuio TpOMOOIMTOB, JaHHBIA APQPEKT 3aBHCUT OT MOJICKYJISIPHOTO Beca
KpaxMaJloB — HaUMEHbIIIee BIUSHIE Ha (DYHKIHIO TPOMOOLMTOB OKa3bIBAIOT HU3KOMOJIEKYISIPHBIE
(130/0,4) ruapOKCHITHIKPAXMAJIBI.

Antudochomumuanbiii  cunagpom (ADPC) -  CHUMOTOMOKOMIUICKC,  BKJIIOYAOIIAN
peuuauBHpyroIre TpoMO03bl (apTepualibHbI U/IIKH BEHO3HBIN), aKyIIEPCKYIO MATONOTUIO (Jarie
CHHIPOM TIOTEpPH IUIOJA) W CBSI3aHHBIN ¢ cuHTe30M aHTH(ochomumuaneix antuten (ADJI):
anTukapauonunuaoBbix aHtutenn (aKJI) w/wnm BonuaHowyHoro anTHkoaryisHta (BA), w/wim
antuten K o2-raukonpotenH | [12, 13]. ADC sBuseTcs MOJCNBI0 ayTOMMMYHHOTO TpoM003a U
OTHOCHTCS K TPOMOO(PHIUSIM.

Karactpoduueckmit  antudochommnuaueii  cuagpom  (KADPC)  xapakrepuzyercs
BOBJICYEHUEM B IATOJOIMUYECKUM IPOLECC MHOTMX OPraHOB 3a KOPOTKUIl NepHoj BpPEMEHHU.

I'mcronornueckas KapTUHa MMPOABIIACTCA HATMYHMEM OKKIIIO3UH MEJIKHMX COCYJ0B U



71a00paTOPHBIMU MapKépamu B KpoBH siBIsitOTCs anTHdochomumuansie antutena (ADJI). C Touku
3penusi marodpuzuonornu, KAD®C — tpomboTHyeckass MHUKPOAHTHOINATHS, XapaKTePU3YIOIIAsICS
muddys3Hoi TpoMOoTHYECKON MHKpoBackynonatuei. M xors, yactora KA®C cocraBnser 1% u3
Bcex cinydaeB ADPC, oHM 0OBIYHO MPEACTaBISAIOT cO00H KU3HEHHO-yrpoxkaromue coctostuusa B 30-
50% ciy4aeB co cMepTelIbHBIM UcXo0M [14].
HanGonee yacTbiMu Hac/1eICTBEHHBIMH HAPYLIEHUSIMH IeMOCTA3a, C KOTOPBIMH BO3MOKHO

CTOJIKHYThCSI BO BPEMsI IEPUOTICPAIIMOHHOTO MEPUO/IA, SIBIsIOTCs [15]:

- remoduius A,

- remodwms B,

— ©Oose3np BuneOpanna.

B Tabmuue 1 npencraBiieHbl JaHHBIE O YACTOTE BCTPEUYAEMOCTH HACIIECICTBEHHBIX

KOaryJonaTui.
Tabnuna 1
YacToTa BCTpeyaeMOCTH HACIECTBEHHBIX KOATyJIOMaTHA
Koarynonarus YacToTa BCTpeyaeMoCTH
I'emopmmus A 1:5000 >xuBBIX HOBOPOXIEHHBIX My»xckoro mosa (80-85% Bcex
reMoITHIA)
I'emopunms B 1:30000 >kuBBIX HOBOPOKICHHBIX MY>KCKOT'O TI0J1a
Bbonesns Bunnebpanaa 1:300000 yenoBek
Adubprunorenemus 1:1000000 nacenenus
Hedummr dpakropos X, V u Bripaxkennsiii gepunut HaOIIOAaETCSA JOCTATOYHO PEIKO
MPOTPOMOHHA 1:1000000 >kuBBIX HOBOPOXKICHHBIX (2yTOCOMHO-PEIECCUBHBIIM
THIT HACJICJOBAHMS)
Hedumur VII paxropa 1:500000 nacenenus
Hedumur XI pakxropa 1:1000000 nacenenus
Hedummt X1 dpakropa 1:5000000 wesoBek (ayTOCOMHO-PEIECCUBHBII THIT HACIICIOBAHNS)

Femodumnsa A [16]. Tsokects TeueHus remodwinu A TECHBIM 00pa3oM KOPPEIUPYET ¢
ypoBHeM akTuBHOCTH (akTopa VIII. [Tpu Tsoxenom tedenun aktuBHOCTH (hakropa VI cocraBnser
meHee 1% ot HopmanbHOro auamnaszona (<0,01 Ex/mi), nuarHo3 OOBIYHO YCTaHABIMBACTCS B
paHHEM JETCTBE W3-3a YAaCThIX CIOHTAHHBIX KPOBOM3JIMSHHUI B CYCTaBbl, MBIIIIBI U XHU3HEHHO
BaXHBIE OpraHbl. TakuM TanUeHTaMm TpeOyeTcsi TOCTOSHHAs 3aMECTHTENbHAs —Teparus
npenapatamu VIl daxTopa, n naxe Ha GoHe Takol Tepanuu COXPaHSAETCS BEPOSITHOCTh Pa3BUTHUS
nporpeccupyomiei aegopmupytomein aprpomnatuu. Ilpu yposne ¢akropa VIII 1% - 5% or

HOpPMAJIBHOTO 3a00JIeBaHKe MPOTeKaeT Oosiee MATKO. Takue MaIrMeHThl IO ABEPKEHBI




HOBBIIIEHHOMY PUCKY Te€MOPparnd4ecKUx OCJIOKHEHHH BO BpEMs OIEPATUBHBIX BMELIATENbCTB,
OJIHAKO CIIOHTAHHbIE KPOBOTEUEHHUS Y HUX CIY4alOTCs peke. Y NallMeHTOB C YPOBHEM aKTHBHOCTHU
dakropa VIII Gonee 5% 3aboneBanue mnpoTrekaer B MITKOH QopMe U MOXKET ObITh He
JUAarHOCTUPOBAHO B JIETCKOM Bo3pacTe. TeM He MeHee, BBIOJHEHHE OOJBLIMX XUPYPrHUeCKuX
BMEIIIATENILCTB COMPOBOXKIAETCS Y HUX BBICOKUM PHUCKOM Ppa3BUTHS MAaCCHUBHBIX KPOBOTECUCHHH.
JKeHIMHBI-HOCUTENBHUIIBI TeHa TeMOQHIUH A TakKe MOTYT OBITh IOJBEPKEHBI PHUCKY
XUPYPrUUECKUX TEeMOPPArmyeCKUX OCJIOKHEHHH. Y TAIMEHTOB C TsKENOH Tremopuimeid A
3HaunTeNbHO yBenmueHo AUTB, B To Bpems kak B Oonee nerkux ciydasx AUTB yBenmnuuBaercs
JMIIb HA HECKOJBKO CEKyHA. BBuay TOro, uto BHEWIHMH INyTb KOAryJslUM HE CTpajaeT,
noka3zarens [ITB y nanueHToB ¢ reModuinei He U3MEHsIETCS.

T'emopuaust B [17]. Knunudeckue nposiieHus 3a0osieBaHuss Y OONbHBIX reModuaneii B
CXOJIHBI C KIIMHUYECKUMHU IposiBiieHus MU remo¢minu A. CHuxeHue yposHs (akropa IX Hmxe 1%
CBSI3aHO C Pa3BUTHEM MAaCCHUBHBIX KPOBOTEUCHHH, Y MAalMEHTOB ¢ ypoBHeM daxTopa IX ot 1% no
5% 3aboneBanue mpotekaeT Oonee Marko. [lpu yposre daktopa IX ot 5% no 40% 3aboseBanue
IpoTeKaeT B oueHb MsArkoi ¢opme. IIpu ypoBHe aktuBHOCTH (pakTopa IX Oonee 5% 3aboneBanue
MOYKET HE IMAarHOCTUPOBATHCS BIUIOTH 10 MPOBEAEHHS KAKOT0-IM00 ONEPaTUBHOIO BMEIIATEIhCTBA
mbo skcTpakuuu 3yba. Jlns remodwnumu B, Takke, kak M s remModwinu A, XapaKTEpHO
ynnunenne AYTB u HopmanbHoe 3HaueHue [1TB.

HNuruonropunie popmbl remoduiauu [16, 17]. V nmarpeHToB ¢ reModuianeld A BBICOK PHCK
nosiBieHus: uaruouropos Qaxropa VI, B coydasx Tsoxenoit remopunun on cocrasiser 30%-40%.
[Tpu remodunnu B puck nosiBinennss ”HruOuTopoB (akropa IX mensie u cocrasiser 3%-5%. [{ns
oOHapyKeHHss HWHruOuTOpa HEOOXOAMMO TIPOBECTH HCCIENOBAaHHWE, HA3bIBAEMOE TECTOM
cMemuBaHus. J{JIsi ero BBIMOJHEHHWs TUa3Ma MalUeHTa CMENIMBAETCS ¢ HOPMAaJbHOH IIa3MOH B
cooTHomeHnu 1:1, 3aTeM oleHMBAETCS, U3MEHWIOCH JIM TOCJe cMmenuBaHus ymummHeHHoe AUTB
nanueHTa. [Ipu knaccuueckoit remopunuu A 6e3 uarudutopoB daxropa VI ynmmnennoe AUYTB
YMEHBIINTCS Ha 4 CeKyHIbl Wiau MeHblle. [lpyn Hanmnuuum ke y manueHTa MHrHOMTOpoB (akTopa
VIII AYTB ne wusmenutcs. CxomHas CUTyallus MOXKET pa3BUThCS Wy TAIMEHTOB 0e3
NpEeACYIIECTBYIONIeH MaToJIOruu remMocrasa. OHa HOCUT Ha3BaHHME MPHOOPETEHHON TeMO(HIUH.
[MpuoOperenHass remMopuiuss — MATOJIOTUYECKOE COCTOSHHE, XapaKTePH3YIOIIeecs OCTPhIM
pasBUTHEM TeMOpPPAaruuecKkoro CHHApPOMA, OOYCIOBJICHHOTO  BBIPAOOTKOM  ayTOaHTHUTEI
(uarmburopa), dame K (¢aktopy VIl cBepThIBaHMS, W TPOSBISIONIEECS — TSKEIBIMH
KPOBOTEUEHUSIMH, CIIOHTAHHBIMU U IOCTTPABMATUYECKUMH, YAaCTO YTPOXKAIOLIUMHU KU3HU, y JIUIL
0e3 remopparudyeckux mNposiBlieHMd B aHamHese. IIpuoOpereHHas remopmius A OTHOCUTCS K

pPE€AKOMY BUAY 33.60J'IeBaHI/II71, C 4acTOTOM JAUarasoCTuKu OT 0,2 a0 1,0 Ha MUJIJIMOH HACCJICHUA B I'OA.



Boue3ns Bunnedpanaa [18] Hacienyercs mo ayrocOMHO-IOMHHAHTHOMY WIJIM ayTOCOMHO-
PELIECCHBHOMY THILY; IPEANOIOKUTEIBHO PAaCIpOCTPaHEHHOCTh €€ cocTtaBmsier ot 1/100 mo
3/100.000  yemoBek.  OmHako,  pPacHpPOCTPAHEHHOCTh  TSDKENOW  (GopMmbl  0OJIC3HH,
COINPOBOXAAIOIIEHCS PAa3BUTHEM YTPOXKAIOUIMX >KM3HM KPOBOTEUEHMH, COCTaBISET B 3alaJHbIX
crpaHax 5 cimyuaeB Ha 1.000.000 yemosek. Kak m Bce mpoune 3a0ojieBaHUs, CBSI3aHHBIC C
(GYHKIIMOHANBHBIMUA  JepekTaMu  TpoMOouuToB, Oose3np Bumieopanmga (BB) mpossisercs
KPOBOTEUCHHUSIMH M3 KOXH M CIM3HCTBIX 000JI0YeK, OCOOEHHO 4YacTo — HOCOBBIMHU
KPOBOTEUCHUSIMH, CKJIOHHOCTBIO K OOpa30BaHUIO CUHSIKOB, MEHOPpPAarusMH, >KeIyA04HO-
KUIIEYHBIMH W JIECHEBBIMU KPOBOTEUEHHUsIMH. BBuay Ttoro, uto daxtop Buinebpanma ciayxut
TPAHCIIOPTHBIM TpoTeuHOM s dakropa VI u yBenmndmBaeT mepwoa ero TOJTYBBIBEACHHS, Y
HEKOTOpBIX manueHToB ¢ bB Habmiomaercs eme u  yanuHenue AYTB. CkpuHUHTOBBIE
nabopaTopHbIe UCCIIEAOBAaHMS [T BBIsIBICHUS! BB BKIIOUaloT onpeneneHne BpeMEeHN CBEPThIBAHUS
KpoBH, KoimuectBa TpomoOoruToB, [ITB u AUTB. [/{ns noarBepxkaenus nuarno3a bB Tpebyrorcs
JIOTIOJTHUTENIbHBIE UCCIIEI0OBAHMUS: OTIpeiesieHle ypoBHA U akTUBHOCTH DB.

Beipensiror Tpu Tuna 6one3nn BumieOpanna. 1 tun — Hanbonee pacrpocTpaHeHHBIH BapHaHT
bB, Ha ero momo npuxomutcs okoio 80% Bcex cimydaeB bB. B ocHOBe JIeXKHT KOJUYECTBEHHBIH
nepuuut OB. KnuHuyeckn TsHkecTh 3a00J€BaHUS 3HAYUTEIBHO BapbHPYET U KOPPEIUPYET CO
cTeneHplo cHmkeHus ypoBHi ®PB u dakropa VIII B mmasme nammenTta. Y mNanueHTOB C
MOBTOPHBIMU BBIPQXKEHHBIMH KPOBOTEUEHUSIMU B aHAMHE3€ KOJMYECTBO M aKTHUBHOCTH DB
cHIDKeHb! 10 15-25% oT HopMmanbHBIX 3HaueHMH. [Ipu pa3BuTHM KpoBOTeueHHH MM TpeOyercs
HEOTJIOKHAsI arpeccHBHasl Tepamusi, a IMepei NPOBEIEeHHEM Jaxe HeOONbIINX ONepaTHBHBIX
BMEIIIATENBCTB — NPO(PUIAKTUKA. bepeMeHHOCTh, IpueM 3CTPOreHOB M BOCHAJICHHE HMPUBOIAT K
noBbIIEeHUIO YpoBHA @B 1 MoryT MackupoBaTh Hanuuue y nanuesnrta bB 1 tuma.

bB 2 tuma xapakrepu3yercsi KaueCTBEHHOW HeAOCTaTouyHOCThi0 OB B muasme. DTO MOXKET
OBITh CJIC/ICTBUEM YMEHbBILICHHs KOJlndecTBa Hambonee kpynHbix nonumepo @B (BB 2A u 2B
THIIA) WK Pa3HOOOPA3HBIX M3MEHEHUIT aHTUTEHHOM CTPYKTYpbl @B 1 polieccoB CBA3bIBAHKS €T0
¢ dakropom VIII (BB 2M u 2N tuma). BB 3 Tuna xapakrtepusyercs MPaKTHYECKH IOJHBIM
orcyrcteueM @B B nupkynupyromeil KpoBU U OYEHb HU3KUM YPOBHEM aKTMBHOCTH Kak @B, Tak u
dakropa VIII (3-10% ot HOpManbHBIX 3HaueHHi). Y OONBHBIX pA3BHBAKOTCS TSDKEIIbIC
KPOBOTCUCHHSI M3 CIHM3HUCTBIX 00OJIOYEK, reMapTpo3bl M BHYTPUMBIIICYHbIE reMaToMbl (Kak mpu
remopminu A win B). OnHako B OTIMYME OT KJIACCHMYSCKHX T'eMOQHIUI BpeMsi CBEPTHIBAHUS

KpPOBH Yy HUX 3HAYUTCIIBHO BO3PACTACT.

1.2. KogupoBanue no MKb 10

D 59.3 I'eMonuTHKO-ypeMHYECKHII CHHIPOM



D 65. /lucceMiUHUPOBaHHOE BHYTPUCOCYAUCTOE CBEPThIBaHUE [CUHIPOM IehHOpUuHAINH |
D 66.Hacnencreennsiii aeuuut pakropa VIl
D 67. HacnenctBennsiit nedpunut dpaxropa IX
D 68. lpyrue HapyiieHusi CBEpThHIBAEMOCTH
D 68.0 bone3np Bunnebpana
D 68.1 HacnencrBennsiii aedpunur pakropa XI
D 68.2 HacnenctBenusbiii AepUUUT APYrux (HakTOPOB CBEPTHIBAHUS
D 68.3 I'emopparuueckue HapyiieHusi, 00ycIOBI€HHbIE HUPKYIUPYIOIIUMU B KPOBH
AHTUKOAryJISTHTaMU
D 68.4 ITpuoOperenusbiii AeGumuT hakTopa CBEPTHIBAHUS
D68.5 Ilepsuunas TpoMOodumms
D68.6 /Ipyrast rpoMOoduns
D68.8 Jlpyrue yrouHeHHbIE HApYIIECHHUS CBEPTHIBAEMOCTH
D 69. Ilypnypa u npyrue reMopparuueckiue COCTOSIHUS

D69.1 KavectBeHHBIC TEPEKTHI TPOMOOITUTOB

D 69.3 Uanonatuyeckas TpOMOOIIMTOTICHHYECKAs IypIIypa
D69.4 JIpyrue nepBUYHbBIC TPOMOOIIUTOTICHUN
D69.5 BropuuHast TpOMOOITUTOTICHUS

M 31.1 TpomGoTHYECKass MUKPOArHUOIATHS

O 14.2 HELLP- cunapom

1.3 Knaccudukamus
Kraccudukariys mepronepanioHHbIX HApYIICHHH CBEPTHIBAHUS KPOBHU BBITIISIIUT
cienyrommM obpasom [10, 11, 15].
Hacnedcmeennvle napywenus cemocmasa:
# Temodumus A
# Temotpunus B
# bonesnpb Gpon Bumiedpanga
IIpuobpemennvle HapywieHus 2eMocmasa:
# TlepuonepannoHHblil (JOH aHTHKOATYJISIHTOB/aHTHATPETAHTOB
& JIBC-cunmpom
# TpaBmaruueckas (reMOIUITIOIMOHHAS) KOATYIOMATHS
# TleueHoUHas KOATYJIOMATHS

& TlproOpeTeHHbIe TPOMOOIUTONIEHUH 1 TPOMOOIIUTOIATHH.
Knaccudukanus IBC-cunapom
[19]:



A(knunuueckuu) JIBC-cuanpom 71a00paTOPHBIX HapyIIEHUH 0e3 KIMHUYEeCKOU

6 (xapakTepHO Hal4He MaHH(ECTALIUH).

H  T'CHCPAJIM30BAHHOI'O UJIHU JIOKAJIBHOI'O

bl TPOMOOTEMOPPATUYECKOrO CUHIPOMA);

e

- nessuwii (1abopamopnorii) JIBC-

CHHPOM (XapaKTepHO HATUIHE

2. IMATHOCTHUKA HAPYIIEHUM CUCTEMbBI TEMOCTA3A

Pexomennanus 1.

[IpenonepallmoHHbI aHAIN3 CUCTEMBI F€MOCTa3a HEOOXOAMMO HAayUMHATH CO cOOpa
reMOCTa3HOJIOTHYECKOTO aHaMHe3a (YPOBeHb y0eTuTeIbHOCTH pekoMenaanuii |, ypoBenb

JIOCTOBEPHOCTH J0Ka3aTeqbeTB — C).

PexomeH1yemMbie BOIIPOCHI ISl cOOpa reMocTa3noiornueckoro anamuesa [11, 15, 20, 21].



1. beum mu y Bac koraa- nu6o qyurenabHOe KPOBOTEUEHHUE, MPUITYXJIOCTh A3bIKA WM BHYTPEHHEH
MOBEPXHOCTH IIEK MOCIIE MPUKYCHIBAHUS ?

2. boum nu y Bac cunsaku pazmepom 6osee py0sieBoit MOHETHI 6€3 OUEBUAHON MPUUYMHBI UITU
noBpexxaeHus? Ecnu aa, To Kakoi BETUYHHBI OBbIJT 3TOT CUHSK?

3. Kak gacto Bam ynamnsuum 3y0Obl, v Kak A0JIT0 JUIMI0Ch KpoBoTedeHue? Bo3Hukano mu
KPOBOTEUYECHHE Ha CIEAYIOUINI IeHb?

4. Kakue xupypruueckue omnepanuu Bbl mepenecnu, B TOM 4YHCIEe Majble, TaKue Kak OHOMCHS
koxu? He 3amedanu nu Bbl oOpa3oBaHus KPOBOIOJATEKOB BOKPYT ONEPAIMOHHOW paHbl WU
JIPYTUX TOBPEXKICHUIN KOXKHU?

5. beum mu y Bac 3a00s1eBaHus B TeYCHHE TIOCIEAHNAX S JIET, TPeOOBABIINX Bpa4eOHOM MTOMOIITH?
Ecnu na, To kakue?

6. Kaxkue nexapcTBa, BKIIIOYAs aCIIMPHH, TA0JIETKU OT FOJIOBHOM OOJIH, MPOCTY/bI, MEHCTPYaIbHbIX
CIa3MoB U NMpo4ux OoJeit Bbl nmpuHUManu B Te4eHue nocneanux 7- 9 quei?

7. Crpagaer nu KTOo-HMOyAb W3 Bammx KpPOBHBIX POJCTBEHHUKOB OT HEOOBIYHBIX KOXKHBIX
KPOBOM3JIMSHUM MM KPOBOTEUEHHH IOCie XUPYprHUecKHMX BMemaresbcTB? Bosnukana nu
HEOOXOIMMOCTb NE€PEIUBAHUS KPOBH Il BOCIIOJHEHUSI KPOBOIIOTEPH ?

8. Ectb 5in y Bac Bapuko3HO pacumpeHHbIe BEHbI?

9. HaOmonanace n y Bac nnu Bammx KpoBHBIX pOJICTBEHHUKOB TPOMOO3bI INTyOOKHX BEH WIN
TPOMOOIMOOJIHS JISTOYHON apTepun?

10. b 11 y Bac miu Bammx KpoBHBIX POJCTBEHHUKOB MH(APKT MHOKAp/a, UIIEMUYECKUN
UHCYJIBT?

11. HaGmoanuch 1 y Bac OCTOSIHHBIE MEHOPPAruu MPH OTCYTCTBUU (PUOPO3HBIX OIyXOJIEH WiIH
JPYTruX aHOMaJIMH MaTKu?

12. TlpuaumManu v Bel KOHTpaLeNTHBBI HITH MPETapaThl, COACPIKAIINE ICTPOTeHbI U
porecTepoH?

13. He 6bu10 5111 y Bac HeBbIHamMBaeMoCTH 6€pEMEHHOCTH WK HeyAa4HbIX HONbITOK DKO?

Kommenmapuu. Cywecmgyem o06a nooxooa K 000NepayuoOHHOMY aHAIU3Y COCMOAHUSI
cucmemvl eemocmasa. OOun u3 HUX 3aKAI0YAeMcs 8 1aOOPaAmoOpHOM CKPUHUH2E 8CeX NAYUEHMO8,

KOMOPbIM NIAHUPYemcs onepamuenoe emeuwamenscmeo. Pexomendyemcsa onpedensms AYTB,

IITB (MHO, npompombun no Keuxy), koauuecmeo mpomooyumos u KOHYyeHmpayuio Gpubpunozena.

YyecmeumenvHocms 5mux 2eMOCMA3UOIOSUYECKUX MECMO8 6 NPOSHOZUPOSAHUU MACCUBHO20

kposomeyenusi cpeou 4499  nayuenmos cocmasnsiem 18%, cneyugpuunocmo - 90%,

nonodcumenvruill. npocHos - 3%, ompuyamenvhuwiti npoecros - 98%; m.e. xoppenayuu medncoy

pesyibmamamu npeoonepayuoOHHbIX CKPUHUHSOGLIX MeCmo8 U B603HUKHOBEHUEM XUPYPSUUECKO20

KpogomeueHusi He Hab00AI0Ch.



Touemy CKpUHUH208bIX MECMO8 HeOOCMAMOYHO OISl RPOCHOZUPOBAHUSL ONEPAYUOHHIX

kposomeuenuii [15]?

« Juaenos nayuenmam, cmpaoarowum cemogpunueti A unu B, sbicmasnsemcs oueHs paHo u Ha 6cio
arcuztb. CoomeemcmeeHHo, 000NePayUoOHHoe CKPUHUHE080€ UCCIe008aAHUE HeIPDEKMUBHO U He
HYICHO, MAK KaK OUACHO3 3apaHee U36ECMeH.

« Bonvwuncmeo nocieonepayuonHbix KpOBOMeEUeHUll He CES3aHbl C HAPVUEHUAMU CUCTEMbl
2emMocmasa, a 00yCIOGNIeHbl XUPYPSUYECKUMU WU MEeXHUYeCKUMU NPUHUHAMU, KOMOpble
apexmusno ycmpansiomes xupypeudeckumu memodamu. IIpedonepayuonnvlii CKpunuHe He
N0360.J151€M NPOSHOZUPOBAMb OUWUOKU ONEepamopa.

«  Tecmol, ucnoiv3yemvle 015 CKPUHUHEA, ObLIU paA3pabomanvl 0N CMAMUYECKOU OYEHKU
COCMOSIHUSL CUCMeMbl 2eMocmasa. B cuny smoeo onu ne ompasicarom npoucxoosuux usmeHeHul

8 Maxux OUHAMUYHBIX cumyayusix, Kak mpaema ujiu onepamueHoe mMeulanelbCmaeo.

Bmopoﬁ, bonee paquHaﬂbezﬁ N00X00 3aKIIOYACMCS 8 NOIMANHOM 2eMOCMA3UOTIOSUYECKOM

CKpUHUHee: C‘60p anammesa — evisasneHue OOIbHBIX C 8bICOKUM PUCKOM KpOo6OmMeUeHUsA —

Jnabopamopnoe 06ciedo8anue 6 2pynne 8blCOKO20 2eMOPpPASULecK020 PUCKA.



1.1 TITB w/umm |
TPOMOOIIMTOB W/WIH |
=> JABC-cunapom

¢bubpuHOTEHA
2. Accomumpyemoe ¢ JIBC (octpast Gopwma)
3aboseBaHue
1.1 ITB whom | Ileuenounas
VY nanueHta => ;?%%ig?:}:itqe}m => KOaryJonaTus
coyeTaHue
HECKOJIbKHX
HapYIICHNH: 1. | yucna TpoMOOIITOB
1.1/] AYTB w/unu | arperanuu Ypemueckas
2.1 IITB E> => TPOMGOLUTOB => KOaryJomnaTHs
3. | TpomboruTOB 2. Hanmnune nmoueyHoi
4. | dubpuuHorena HEJI0CTaTOYHOCTH
fq.oz{((})hilfgf; D- 1 TpaBmarnyeckas
. 1 AUTB w/umm |
JTUMEPOB => TPOMBOIHTOB => KOaryJIonaTHs
2. Hanuume maccuBHO#M
KPOBOIIOTEPHU W/UITH

00BeMHON UHY3UH

Puc. 3. Jugppepenyuanvras ouacnocmuxa npuobpemennoix napyuenui cemocmasa (wacmo 2 —

Hanuyue HeCKOIbKUX 1aO0pamopHulx 0eghexmos)

Y nayuemma, y xomopozco JBC-cunopom uckumoueHn, HeoOX00UMO  nposooums
oughghepenyuanvhyro  OuacHOCMUKY Mexcoy NeYeHOUHOU, YPeMU4yeckou U mpasmamuieckou
koazynonamuamu. Heobxooumo ne 3abvieamv, 4mo y 00HO20 OOILHO20 BO3MOJICHO COUemAaHue
HeCcKObKux koazynonamui. Ilocmanoeka npasuibHo2o OUACHO3A 603MOJCHA NPU COBMECHHOU
unmepnpemayuu 1a60paAmMopHuIX U KIUHUYECKUX OauHuix. Yonumenue IITB u cuudicenue
cooepoicanust  mpomboyumos (803modxcno maroice yorunenue AYTB) na oue neuenounou
oucynKyuu ceuoemenbCmeyenm o HaIuduu neYeHOYHOU Koazyl1onamuu;, CHUdCeHue Koauiecmea u
azpezayuonnol axmuernocmu mpomboyumos (6ozmodcno maroice yorunenue AYTB u IITB) na
¢one noueunoll medocmamoyHocmu — 00 ypemuueckou koazynonamuu, yoaunenue AYTB u
CHUdICeHUe cooepoicanus mpomboyumos (803moocHo makdice yonunenue IITB u  cuudicenue
KOHYeHmpayuu QGuobpuHozena) y 60IbHbIX, NePeHeCuUx MACCUBHYI0 KPOBONOMEPIO U 00bEMHYIO

UHDY3UOHHO-MPACPYZUOHHYIO MEPANUI0 — O MPABMAMUYECKOU KOA2Y10Namuu.

Pexomenganus 6.



Jns nuarnoctuku sisHOTO JIBC-cMHIpOMa peKoOMEHAYIOTCS KpUTepru MekayHapoTHOTO
obrrecTBa Mo Tpombo3am u remocrasy [19, 30, 31].
Ectb y maniuenTa 3aboneBanue, conpsbkeHHoe ¢ puckoM passutus JIBC-cunapoma? Ecnu na,
TO MEPEXOAUM K IIIKaJIC:
- yposenb TpoMOo1uTOB: MeHbIne 100 Toic/mMri — 1 Gamt, merbie 50 Thic/MKIT — 2 Oanna;
- coxepxanue GuOpuH-MOHOMEPOB WK D-11MepoB: ymMepeHHoe MoBbIIeHNe — 2 Oaslia,
BBIpa)KEHHOE MOBbIIIeHHE — 3 0aia,;
- ymmnaenue [ITB: ot 3 10 6 cex — 1 6amr, 601ee 6 cex — 2 6ana;
- KOHIeHTpauus GpubpruHoreHa: Mmenpie 1 r/im — 1 Ga.
=5 u 6onee 6amioB — JIBC-cunipom (ypoBeHb YOeAUTEIHLHOCTH peKoMeHaamuii |,
YPOBEHBb 10CTOBEPHOCTH A0Ka3aTeabeTB — C).
Pexomennauus 7.
s nuarnoctuku HesBHOTo JIBC-cHHApOMa pEeKOMEHIYIOTCSI KpUTEpUU MexXyHapOIHOTO
obmectBa mo Tpombo3am u remocrtasy [29, 30, 31].
— eCTh JIU y MaiyenTa 3aboeBanne, CONpsHKeHHoe ¢ puckoM passurtus JIBC-cunnpoma: na —
2 6aiura, Het — 0 0asIoB;
— ypoBenb TpoMOo1HTOB: 60sbIe 100 Thic/MKIT — 0 GayutoB, Menbine 100 Tohic/mMk — 1 Gas;

— cozepkanue pudbpuH-MoHOMepoB win D-aumepoB: Hopma — 0 GanioB, nosblienue — 1 Gan,

— ynnusenue [1TB: menee 3 cex — 0 6amos, 6osee 3 cex — 1 Ganos.

O0o03HaueHHbIE JTAOOPATOPHBIE TECTHl PEKOMEHIYETCSI OLCHUTh B JAWHAMHKe uepe3 24 yaca.
IIpu cumxenuun I1TB u [1JI® u yBenuuenun ypoBHS TpomMOOUMUTOB — 1 Oamn BeIUMTAETCS, TIpH
ysenuueHuu [1TB u I[1[{® u cHmwkenun ypoBHs TpoMOonuToB — 1 Gann npubasisercs.

Taxoke MOXKHO MCIOJIB30BATh BCIIOMOTATENbHBIE T'€MOCTa3MOJOTMYECKHE TECThl - YPOBEHb
anTuTpoMOnHa u mporenHa C: mpu Hopme - 1 Gamn BblUMTaeTCs, MPU CHWXKEHMH — 1 Oamn
mpuoaBIsIeTCSI.

B koneuyHom cuere, eciiu cymma paBHa 5 u 6onee 6amuioB — JIBC-cunapom (ypoBeHnn
yoenuTeIbHOCTH peKkoMeHaanuii |, ypoBeHb 10cTOBEpHOCTH T0Ka3aTebeTB — C).

Kommenmapuu. Ilpeumywecmeo npeonaecaemozo areopumma — mo, 4mo OH nomozaem 0ams
yemkoe ouazHocmuieckoe 3axnodenue o Haauwuu uny omcymemeuu JBC-cunopoma, a makoice
no3eosem  KOJIUYECMBEHHO  OYeHUusamov  OUHAMUKY 3mo20 npoyecca. Heoocmamok ——

HeB8O3MONCHOCMb Ouppepenyuposxku cmaouu u, mem o6onee, sapuarnma meuenus /[BC-cunopoma.

Pexomenganus 8.



Heobxoaumo onpenenuth KIMHUKO-1a00paTopHbiii Bapuant JIBC-cunapoma (MexaHu3m
NepBOHAYABGHOM  aKTHBalMKU  CHCTeMbl remoctaza) [3]  (ypoBeHb  y0eauTeIbHOCTH
pexoMeHnanuii |, ypoBeHs 1ocToBepHOCTH T0Ka3aTebCTB — C).

- ¢ubpunonmus — pomuuupyromuii JIBC-cunapom (nmo manaeiM TOIT dopmupoBanue
MATOJIOTHYECKH PBIXJIOTO CTycTKa M MpeoldsiajaHue aKkThBaluu (UOPUMHONU3A HAJl aKTHUBAIMeEH
KOAryISIIHN);

- xoarymsimus — gomunupyroumii  JIBC-cungpom (mo mamaeiM  TOI  dopmupoBanue
TUIOTHOTO, JJTUTEIbHOE BpEMsl CYLIECTBYIOIIETO CTyCTKa M MpeoldiiajaHie aKTUBALMU KOAryJsiuuu
HaJl aKTUBaNued GuOpUHOIH3a).

Kommenmapuu. Hcxooom oboux eapuanmos JBC-cunopoma senisnemcs Koazyionamusi
nompebnenus, 00yclo8NeHHAs UCOWeHUeM (aKmopo8 C6epmbl8anus KpogU U mpomOoOyumos u
Xapakxmepuzylouasacs, — MACCUBHBIMU — 2eHepATU308AHHbBIMU — Kpogomeuenuamu.  IIpuuunoi
UHMPAONEPAYUOHHO2O OCMPO2O KPOBOMEUEeHUS MOdHCEm OblMb KaK QUOPUHONUMUYECKUTI 8APUAHN

JBC-cunopoma, max u xoazynonamusi nNompeoieHus.

Pexomennanus 9.

KoHTpoip  KOArymsiue TMpH  MEYCHOYHOW HEIOCTAaTOYHOCTH TpeOyeT MOHHTOpPUHTa
CTaHIapTHBIX J1abopaTopHBIX TecToB - [ITB, AUTB, komu4ecTBa TpoMOOIIMTOB M (pUOpHHOTEHA, a
TaKxke TpomOoanactorpaduu, KOTOpas IMO3BOJIIET CYIUTh O CTENEHH KOMIICHCAIMH CHCTEMBI
remMoctaza (ypoBeHb YyO0eIHTEJbHOCTH peKoMeHgammii |, ypoBeHb /J0CTOBEPHOCTH
nokazareabceTB — C).

Kommenmapuu. Ilpu xponuyeckux 3a001e6anusx neyeHu KOHYEHMpayus npoxKoacyisHmHbIX
Gakmopos, Kak npasuno, CHUINCEHA, OOHAKO COOepICaHUe IHOOLEHHbIX AHMUKOA2YIAHMOS
(aumumpombun, npomeunvt C u S) makdwce chudiceno, 6ce Mo 8 COBOKYRHOCHU NOOOEPICUBACH
eemocmamuyeckuu oananc. [losmomy, necmompsi ha mo, umo IITB (MHO) u AYTB ykasvieaiom Ha
Hanuuue KOAYIOnamuu y NAyueHmo8 ¢ XPOHUYECKOU NeYeHOYHOU HeOOCmAamoYHOCMbIO,
@DYHKYUOHANbHBIL  MemOoO OUASHOCMUKU - mpombosracmozpapus ceudemenbCmseyom, ymo
2eMoCma3s KOMNEHCUPOBAaH 8 OONbUIUHCMEE CTIyHAes.

Stravitz T. et al. nepcnexkmusno wuszyuunu 51 nayuenma c¢ ocmpoii newenouHoU
nHedocmamounocmoto [32]. Hecmomps na cpeonue snavenus MHO ¢ 3,4 (ouanazon 1.5-9.6), y 63%
boavbHbix 6ce napamempul TOI Haxoounucy 6 npedenax Hopmol, bonree moeo, y 8% nayuenmos no
oannvim 1O bvina euneproazyasyus. Aemopwvl coenanu 6vieo0, umo TOI Ovlia 3nauumenvbHo
yyecmeumenvrei, yem MHO 0ns npoenozuposanust pucka Kposomedenus, a 3uavenus MHO ne

CUIbHO OmMJau4dajiacs y nayuermoes ¢ Kposome4eHuiaMu om maKkoesblx be3



kposomeuenust. Ocnognvim napamempom TOI', Kopperupyrowum ¢ puckom Kpogomeyenus OvLia
makcumanvras amnaumyoa (MA) obpasyowezocs ceycmxa.

B dpyeom  npocnexmuenom  uccnedosanuu  nayuewmog ¢ OCMpOU  NEYeHOYHOlU
HeOOCMAmMOYHOCMbIO  AHAIU3 — KOA2YIAYUU  NPOBOOUNCA NPU  NOCMYNIeHUU 6 omoeieHue
unmencusnou mepanuu u 4epes 48 u. [33]. Cpeonee snauenue MHO y ananuzupyemvix O01bHbIX
cocmasuno 4.3, oonaxo, suauenusi TOI" ovinu 6 30ne eunoxoazynayuu moavko y 20%

nayuenmos, 8 mo epems kax y 45% onu doviiu nopmanvhsie, a y 35% ceudemenvcmeosanu o

cuneproazyiiayuu.

Pexomennanus 10.

Jlnarnoctudeckue Kputepun aHTHHOCHOIUNUIAHOTO CHHAPOMa (YPOBeHDb y0eIuTeIbHOCTH
pexomMeHnaanuii |, ypoBenn jocroBepHocTH qokasareincts — C) [12, 13, 31]:
Knunuueckue kpumepuu:
1. Cocyoucmulii mpom60o3
OnuH uinn Oojee KIMHUYECKMX SIHU30[0B apTEPUAIBHOTO, BEHO3HOTO WIM TpOoMOO3 MEJIKHX
COCY/IOB B JIIOOOW TKaHHW WJIM opraHe. TpomM003 JOKEH ObITh MOATBEPKICH BOCIPOM3BEACHUEM
n300paKeHHUss WIN JONIJIEPOBCKUM HCCIEIOBAaHHEM WM MOP(QOJOTHMUYECKH, 332 HCKIIOUCHHEM
IOBEPXHOCTHBIX BEHO3HBIX TpoMO030B. Mopdonornueckoe NOATBEP)KICHUE JOJDKHO OBITh
IPE/ICTABICHO 0€3 HAJIMUKsl 3HAUUTEIbHOIO BOCIIAJIEHHS COCYAUCTON CTEHKH.
2. Ilamonoeus bepemennocmu
a) OAMH WK OoJiee CllydaeB BHYTPUYTPOOHOU rHOean MOpGhOIOrHIecKy HOpMaJIbHOTO IUI01a
nocine 10 Henenp recranmu (HOpMaJIbHBIE MOP(OJIOrHYECKHE MPU3HAKY ILI0/1a JOKYMEHTUPOBAHEI
Ha Y3U win HenmocpeCTBEHHBIM OCMOTPOM IIIO/I) HITH
0) onuH 1M OoJIee ciTyyaeB MPEeXIEBPEMEHHBIX POIOB MOP(HOIOrHYECKH HOPMAIIBHOTO 110/ JI0
34 Henenb recTanyu U3-3a BhIPAXKEHHOH MPEIKIIaMIICHH WITH SKJIAMIICUH, WU BHIPA)KEHHOM
IUIAIIEHTaPHON HEJOCTATOYHOCTH WU
B) Tpu WM Oojee MOCIeNOBaTeNIbHBIX CIyd4aeB CHOHTaHHBIX aboproB 1o 10 Henmenb recranuu
(uckiroyeHne — aHaTOMUYEeCKUe JIe(eKThl MAaTKH, TOPMOHAJIBHBIC HApYILICHUs, MATEPUHCKUE WU
OTIIOBCKHE XPOMOCOMHbIC HAPYILICHHS)
Jlabopamopnuvie kpumepuu
1. Antrrena k kapauonunuHy 1gG wnu IgM u30THNOB, BEISIBIsSIEMBIE B CBIBOPOTKE B CPETHUX
WIN BBICOKMX THUTpax, MO KpaiiHell Mepe, 2 paza B TedeHue 12 Hex, C IOMOIIBIO

CTaHJApTHU30BAHHOTO MMMYHO(GEPMEHTHOTO METO/IA.



2. Antrrena k B2-rmukonporenny | 1gG w/winm IgM u30THI, BBISBISIEMbIC B CHIBOPOTKE B
CPeIHMX WJIM BBICOKHMX THUTpax, MO KpalHed Mepe, 2 pa3a B TedeHHMH 12 HeJ, ¢ TOMOIIBIO
CTaHJapTU30BAHHOTO HIMMYHO(EPMEHTHOTO METO/Ia.
3. BoyaHouHBIM aHTUKOAryJISHT B IUIa3Me, B ABYX WM Oojee ciydyasXx HMCCIeIOBaHUS C
NPOMEXKYTKOM He MeHee 12 Henenb, onmpeensieMblii COrJIacCHO peKOMeHAauusIM MeXayHapoJHOTO
Oo6mectBa Tpom6030B 1 ['eMocTasza (uccienoBaTenbckas rpymmna mo BA/bochomumnma-
3aBUCHMBIM aHTHTEIIAM)
a) YJIMHEHHE BPEMEHHU CBEPTHIBAHUS T1a3Mbl B ()OCQOIUIIHI-3aBUCHMBIX KOAryIOTHYeCKUX
tectax: AUTB, IITB, TecTsl ¢ ssmamu ragroku Paccena, TeKCTapruHOBOE BpeMs
0) OTCYTCTBHE KOPPEKIIMHU YITMHCHUS] BDEMEHH CBEPTHIBAHUSI CKDHHUHIOBBIX TECTOB B TECTAX
CMEIIMBaHUS C JOHOPCKOM TUIa3MOit
B) YKOPOUYEHHE WM KOPPEKIUs yUIMHEHUS] BPEMEHH CBEPTHIBAHUSI CKPHHUHIOBBIX TECTOB IMPHU
nob6asneHnu ¢pochonnnuios

1) UCKJIIOYEHHE IPYyTrHX KOaryJonaTuii, Kak, Hanpumep uHruouropa dakropa VIII ceepreiBanust

KPOBH WM TenapuHa (yTHHSIIOMHX HOCHOIUNNI-3aBUCHUMbIC TECThI CBEPTHIBAHUS KPOBH)

Kommenmapuu. Ilpu couemanuu peyuousupyioujux OKKIIO3UN MUKPOYUDKYTIAMOPHOO
pyeaa ¢ mpomboyumonenuell Ougepenyuanvhbitl. OuacHo3 nposoOUMcs ¢ MmpoMOOMUYECKUMU
MUKPOAH2UONAMUAMU.

Axywepckaa namonocus ADC mpebyem 1a60pamopHo20 noOmeepHcOeHUs U UCKIIOYEHUs
Opy2ux npuduH nomepu bepemeHHocmu. Imo u eHemuyeckue mpomoopuauu, u 60CNAIUMenbHAs
namonocusi nonosvix opeamos. ADJI mozym 6viAIAMbCA NPU UHDEKYUOHHBIX 3A00NE6AHUAX 6
HU3KUX WU CPEOHUX NOZUMUBHLIX YPOBHAX, A O/ UCKTIOUEHUs C8A3U C UHekyuelu HeobXooumbl
nosmophule ucciedosarus aDJI uepes 12 neoenw.

Takum obpaszom, ADPC — 2mo aHmumenouHOyYuposanHvli mpomoo3, 0CHOBOU OUACHO3A
KOMOpo20 — HAapsAdy € KIUHUYECKUMU NPOAGIEHUAMU  AGNAeMCs — 00s3amenbHoe  Haiudue
ceponocudeckux mapkepos. Axywepckyio namonozuio npu APC credyem paccmampueams Kak
mpombomuyeckoe  ocnodxcuenue.  Oonokpamuoe — uccrnedosanue a®Jl  une  nozeonsem

sepuguyuposamo unu uckrodums ADPC.

Pexomennanus 11.
CKpUHUHTOBBIMH  JTHarHOCTHYECKHUMH  TecTaMu  JAu(QepeHnanibHoil  AUarHOCTUKA
HacyeACTBeHHbIX Koarynonatuil ssisiorcs AUTB u I1TB, ux u3menenue TpeOyeT BBINOJIHEHUS

CHCIII/I(i)I/IFICCKI/IX JOIIOJTHHUTCIIBHBIX HCCHCHOB&HHﬁ, Ha OCHOBAHWU KOTOPLIX W MMOATBCPKIAACTCA



HaIMYMe TOW WM WMHOM HACIEACTBEHHOW Koarymomatud (YpoBeHb YO0eIuTeJbHOCTH
pexoMeHanuii |, ypoBeHb 10cTOBEpHOCTH A0Ka3aTeabcTB — C).
Kommenmapuu. Hpunyunst oug@epenyuaibHol OuaeHOCMUKY HACAeOCMBEHHbIX

koazynronamuil npeocmaenervl 6 madauye 2 [11].

Tabnuya 2
Jughgpepenyuanvras ouacHocmuxka Haci1eOCMBeHHbIX KOA2YI0NaAmuil
Juacnocmuxa
Koazynonamus IITB AYTB JlononnumenvHvie memoovl
T'emoghunus A - ++ Yposenv axmusnocmu ghaxmopa V111
T'emoghunus B - + Yposenv axmusnocmu ¢paxmopa 1X
bonesnv Bunnebpanoa - +/- Hnoyyuposannas acpecayus ¢

PUCTOYUMUHOM, AKMUBHOCMb (PAKMOpa
Bunnebpanoa, xonuwecmaso

mpomooyumos

Apubpunocenemus - - TB, ¢pubpunocen u eco akmueHocmo,

penmuiasHoe 6pems ceepmvbléarusl

Hedpuyum ¢. X,V u + + Axmuenocmsb (paxmopos
npompomouHa
Hepuyum ¢. VI + - Axmuenocms gpaxmopa
Hepuyum ¢. Xl - + Axmuenocmo ghaxmopa
Heduyum ¢. 111 - - Axmuenocms ghakmopa

- He usmMeHsemcs ++ gvipadicennoe YOIuHeHue

WHTEHCHUBHAS TEPATINS HAPYIIEHU CUCTEMBI TEMOCTA3A

CWHAPOM IHCCEMUHMPOBAHHOTO BHYTpHcOCy1HCTOr0 cBepThiBanusi (JIBC-

CHHIPOM)

Pexomennamus 12.

[Tpy HaTMYMU KPOBOTEUCHUS U TIPU BBICOKOM PHCKE €0 pa3BUTHS (BBIMOJHEHHE WHBa3UBHBIX
BMEIIATENILCTB MPH YPOBHE TPOMOOIUTOB <50 ThIC/MKIT) TODKHA OBITH OCYILECTBICHA TPAHCHY3HUs
TPOMOOIIMTHOTO KOHIIEHTpaTta (ypoBeHb YOeIuTeJLHOCTH pekomeHaammii lla, ypoBeHb

JIOCTOBEPHOCTH J0Ka3aTeqbeTB — C).



Pexomennamus 13.

[Mpu Hamuuum kpoBoteuenus U ymmHeHus IITB u AUTB nokaszana tpancdysus C3IT (15
wii/kr). AHanmorudHash cuTyauus — mnanueHtel ¢ ymmmHenuem I[ITB u AUTB, TpeOyromime
WHBAa3MBHOTO BMeIIaTenbcTBa (YpPOBeHb yOeauTebHOCTH pexomenmamuii lla, ypoBenn
JI0OCTOBEPHOCTH J0Ka3aTeabeTB — C).

Pexomennanus 14.

[Tpodunakruueckoe nepenuBanue TpomoonuTHoro KonueHrpara u C3I1 He mokazano
(YpoBeHb yoenuTeabHOCTH pekoMenaanuii |1a, ypoBeHb 1ocToBepHOCTH H0Ka3aTelbcTB — C).

Pexomengamus 15.

Ecnu tpancdysust C3I1 He BO3MOKHA H3-32 ONACHOCTH MEPETPY3KU 00bEMOM, BO3MOXKHO
BBE/ICHHE KOHILICHTPATOB (DAaKTOPOB CBEPTHIBAHUs (HAIpHMEp, KOHICHTpaTa MPOTPOMOWHOBOIO
KoMmiuiekca) (ypoBeHb YyOenuTeJIbHOCTH pexkoMeHaauuii lla, ypoBeHb J0CTOBepHOCTH
noka3zareiabers — C).

Pexomenganus 16.

Tsoxenast runopubdpunorenemust (meree 1,5 r/in), coxpaHsiomasics HECMOTPsE Ha HHDY3HIO
C3I1 - nokazaHue K TEPeIMBAaHHIO KpUONperunurata (ypoBeHb Yy0eIUTEIbHOCTH
pexomenaanuii l1a, ypoBenb 1ocToBepHOCTH T0Ka3aTeabeTB — C).

Pexomenganus 17.

Y  namuentoB  6e3  NPU3HAKOB  KPOBOTEUEHUS  PEKOMEHIYeTCS  NMPUMEHEHHUE
npodunakruueckux 103 HOT win HMIT (ypoBeHb yoeauTebHOCTH pekoMenaanuii |, ypoBenn
JIOCTOBEPHOCTH J0Ka3aTeabeTB — C).

Pexomenganus 18.

JABC-cunapom ¢ npeobaaganueM TpoMO030B — MOKa3aHUE K Ha3HAUEHUIO aHTUKOATYJISIHTOB
B TepaneBTHYSCKUX 103ax. IIpemapar BeiOopa — HOI B Buae HempepwiBHOW B/B mHby3uu (10
En/xr/4). Tlpu sTom HeT HeoOxoaumocTu gobuBarsest yamuaenus AUTB B 1,5-2,5 pasa (ypoBensn
yoenuTeabHOCTH pekomenaanuii |1a, yposeHnb 1ocToBepHocTH I0Ka3aTeabeTB — C).

Pexomennganus 19.

AnTtudubpuHOIMTHYECKHE mpenapatel nauumeHtam c¢ JIBC-cunapoMom damie Bcero He
MOKa3aHbl, HO TAIMEHTaM C T[EePBUYHBIM THUNEPUOPUHOTUZOM, UMEIONIMM TMPU3HAKH
KPOBOTECUCHHUSI PEKOMEH/IYEeTCsl BBEJICHUE TpaHEeKcaMoBOW KUCIOTHI (1o 15 mr/kr B/B kaxbie 8 )
(YpoBeHb yoeauTeabHOCTH pekoMenaanuii l1a, ypoBeHb 10cToBepHOCTH H0Ka3aTelbcTB — C).

Kommenmapuu. Huskue ypoenu mpomoOOyumos u KoazyIayuoOHHbIX (Hakmopoe mocym
yeenuuums puck Kposomeuenus. OQOHAKO, CO2NACHO NOCNEOHUM PYKOBOOCHEAM NO BEOEHUIO
nayuenmos ¢ J[BC-cunopomom [34-36], seedenue xonyenmpama mpomboyumos u C3I1 nokazano

npu Haauvduu aKkmueHo2o KposomederHusl Uil 6blCOKO20 pUcKa e2o pa3eumus. ﬂﬂﬂ Koppexyuu



Odepuyuma paxkmopos ceepmuisanus, npossisiroweocs yorunenuem AYTB, I[ITB u chudcenuem
Vposus ubpurozena, moxcem nompebosamocs docmamouro boavwou oowvem C3I1 (0o 30 malke,
Hayanvuas 0oza - 15 mnlke). Ilpu smom, Heobxo00umo nomuHums pucke nepezpys3Ku NayueHma
obvemom. ledpuyum hubpurocena MO’CHO YCmpanums nymem mpanc@y3uu Kpuonpeyunumamd.

Tepanusa anmukoacyisaHmamu A6151emcs payuoHaIbHbIM NOOX000M, OCHOBAHHBIM HA MOM,
ymo J[BC-cundpom xapaxmepuzyemcss obwupHou axmusayuetl roazynayus [34-36]. Xoms
9KCHEPUMEHMATbHBLE UCCTEO08AHU NOKA3ANU, YO 2eNapuH UHSUOUPYem aKmusayuo Koazyiayuu
npu JBC-cunopome [37], nem PKHU, oemoncmpupyiowux, umo UCNnoib308aHue 2enapunda y
nayuenmos c J{BC-cunopomom npugooum K yiyuueHuio KIUHU4YeCKUx pe3yibmamos.

Hcnonvzosanue anmuxoacynanmos y nayuenmos ¢ /[BC-cunopomom npooonadxcaem axmueHoO
uzyuamocs. Kpynnomacwmabuoe mmocoyenmposoe PKU ne 6vla6Uno 3HAUUMO20 CHUNCEHUS
CMEPMHOCMU Y NAYUEHMOB C MAICENbIM CENCUCOM, NOYUABUUX KOHYEHMPAm aHMUmpomMouna
[38]. IIpomeun C ynyuwun pezynomamor neuenus 6 HeOOIbULOM UCCAEO08AHUU, NPOBEOCHHOM 6
Anonuu [39], no on ne 6vL1 0006pen Ons neuenus JIBC-cundpoma. Tpombomooyun 6 oonom PKU
noKa3an Kynupoganue HapyuieHui, céazannvix ¢ [JBC-cunopomom, HO cyujeCmeenHo He YMeHbUUUL
cmepmuocmo [40].

Aumugubpunonumuueckue cpedcmea  dQpgdexmuenvt  npu  KPOBOMEUEHUAX, HO  UX
ucnonvzoeanue y nayuenmos ¢ JBC-cunopomom, kax npasuino, He pexomenoyemcs [41].
Hcknouenue cocmasnaiom — cayuau, Koeoa 2unep@uOpuHonus Aensaemcsi  OOMUHUPYIOUUM

namoghuzuonocuyeckum mexanusmom (ubpunorumuyeckuii apuanm J[BC-cunopoma).

Ileuenounas KoaryJionaTrusi

Pexomengamus 20.

He pexomeHayercs UCHOAb30BaTh Yy MALMEHTOB C  XPOHUYECKOM  IEYEHOYHOM
HEJIOCTATOYHOCThIO U 0e3 npusHakoB kpoBoteueHus C3I1 mist koppekiuu [ITB (MHO), ecnu onn
yIUTHHEHBI He Oosee ueM B 2,0 pa3a OT BEpXHEro 3Ha4YCHHs HOPMAaJIbHBIX TTOKa3aTeseii (YpoBeHb
y0eauTeIbHOCTH peKkoMeH1anuii |, ypoBeHb 10CTOBEPHOCTH J0Ka3aTeNbeTB — C).

Pexomennganus 21.

[lpu oCTpOil TMMEYEeHOYHONM HEAOCTATOYHOCTH yMepeHHO moBbimenHoe I[ITB (MHO)
(ymaenue He Oomee yeM B 1,5 pasza) He IODKHO KOPPETHPOBATHCS TIEpel] ONEpPaTHBHBIMH
BMENIATETLCTBAMHU WM WHBA3WBHBIMH MAaHUITYJISIUSAMHU, 32 WCKIIOYCHHEM YCTAaHOBKH JaTdWKa
KOHTpOJISl BHYTPUYEPEITHOrO AaBjicHUs (YPOBeHb yOeIUTeJbHOCTH pexkoMeHaanuii |, ypoBenn
JIOCTOBEPHOCTH J0Ka3aTebeTB — C).

Pexomenganus 22.



Bosmenienue Tspkenoro nedurmra (HakTOpOB CBEPTHIBAHHS Yy MAIMEHTOB C TEYCHOYHOM
HeocTarouHoCcThI0 TpebyeT 10 30 mur/kr C3I1, 4To BO3MOXHO TOJILKO C MOMOIIBIO [Ia3Mao0OMeHa
(ypoBeHb yoenuTeIbHOCTH peKOMeHIanuii |, ypoBeHb 10CcTOBEePHOCTH T0Ka3aTeabeTB — C).

Pexomenganus 23.

Tpancdy3ust TPOMOOIIMTOB PEKOMEHIYETCs TIepe.l OMOTICUEH TICUeHH, €CIIH UX YPOBCHD HIDKE
50 ThIc/MKJI, @ TaK)Ke y MAI[MEHTOB C KPOBOTCUCHHEM M YPOBHEM TPOMOOIMTOB HIke 50 ThIC/MKIT
(YpoBeHb yoenuTeIbHOCTH peKoMeHaamuii |, ypoBeHb 10cTOBEPHOCTH J0Ka3aTeJbeTB — C).

Kommenmapuu. Ilepenusanue C3I1 6 nonvimke ucnpasums anomMalvbHvle 1aO0PAMOpPHLIE
mecmul 3a4acmylo He ONpABOambl U NOMEHYUANbHO 6peOHbl. Dmo Npusooum K nepecpyske
obvemom u eemoounoyuu. Bozmewenue Oepuyuma Gaxmopos ceepmuiganus mpedyem
oocmamouno2o 6o0nvuioco obvema C3II, umo 603MONCHO MONLKO C NOMOWDBIO NAASMAOOMEHA.
Ilocneonue pexomenoayuu ne pexomenoyrom C3I1 onsn  npoguiakmuueckou Koppekyuu
anomanvroeo IITB unu MHO y nayuenmos c¢ sabonesanusmu nevenu [42, 43]. Konyenmpam
NPOMpoMOUHO08020  KOMNAeKca 6 KombOumayuu ¢ eumamunom K noseonsem  Ovicmpo
ckoppekmuposams  3Hauumenvio nosviuennoe IITBIMHO neped cpounblMu UHBAZUSHBIMU
manunynayusmu [44].

Ilepenusanue mpomboyumos ciredyem paccmampueéams — MOALKO NpU  MANCENOU
mpomboyumonenuu. s moeo, umobvi oyeHums 3¢hghekmusHocms mpanc@yzuu mpomooyumos,
oonicen bblmb npou3eeden noocuem ux KOIU4ecmed 8 nepeblil Yac nocie nepeausanus. Y 60avbHoix
co cnienomezanueli d¢hgexmuenocms mpancyzuu mpomooyumos 0Oyoem CHUMNCeHA U3-3d UX
nogvluleHHo20 paspyuienust. Ilpu evisaenenuu yHKYUOHANbHBIX 0eheKmos mpomMOoOyumos Moxicem
ObImMb NPo6edeHo sHympusentoe ésedenue decmonpecuna ¢ doze 0,3 nelkeunu scmpozenos (menee
apphexmusnas anbmepnamusa).

IIpenapamog, komopvie Mo2ym YCUiumos MpPOMOOYUMONEHUIO UTU YXYOUlUms @QYHKYUIO

neuenu, HysucHo uzoecamo (HIIBC, npomvléanue 2enapuHom UHmMpAageHO3HbIX TUHULL U KAMemepos).

Iomumo ocrodchenuii u  3ampam, CSA3AHHLIX C  NPOPUIAKMUYECKUM Neperusanuem
npenapamos Kposu, eCmb euje HeCKOIbKO ap2yMeHmos npomue noooonou npaxmuxu. Ilepevlii -
agpgpexmuenocmo mpancghyzuu C3I1 u koHyenmpama mpomoéOyUmMos ¢ yeivio npedynpertcoeHus
KpogomeueHus HuUKo20a He Ovlia npodemoncmpuposaro [45]. Bo-emopuix, nonnas nopmanusayus
1aDOPAMOPHBIX NAPAMEmMpPOs8 y NAYUEHMO8 C YUPPO30M NeyeHU pPeoKo 00Cmusaemcs Ha (QoHe
66edenust Konyenmpamog mpomboyumos u C3I1 [46, 47].

Taxorce neobxooumo nomuums, yumo npu X311 cywecmeyem puck 6eHo3HoU mpom60s3mo60aULL,
Ne4YeHOUHAas KOA2yJIONnamus He MOdICem pPAcCMampusamscs KaxK akmop, CHUNCAWUL PUCK ee

B03HUKHOBEHUAL.



Axmusayusi pubpurorusza mpyoHo noooaemcsi KOppeKkyuu Ha KOHEeYHOU Cmaoul NeyeHOYHOU
namonozuu. Tem He MeHee, aHMuPUOpUHOIUMUYECKUE 8eujecmed, MmaKue KaKk AdMUHOKANPOHOB8As
KUCIOMA, MPAHEKCAMUHOBASL KUCOMA, YMEHbULAIOM 00beM UHMPAONepayUuoHHOU KPOBONOmMepu u
nompebHoCmb 6 Mpanc@y3uu npenapamos Kposu y 60avHulx ¢ namoaouei neuenu [487, 49].

Pexomounanmuwiti  ¢paxmop VUHa (rFVIA) nokazan cnuowcenue xposonomepu npu
mpancnianmayuu nevenu [50], o panoomusuposannvle Kiunuyeckue uccied08anus He 0OKA3AIU
CHUDICEHUsL NOMPEeOHOCMU 6 NepelusaHuu Npenapamos Kpoeu, HeCMOMPs HA 3HAYUMENbHOe

cokpawenue ITTB [51, 52].

Ypemnueckas KoaryJionaTus

Pexomennauus 24.

VY nanueHToB ¢ ypeMmuei Uil CHIKECHUSI KPOBOTEUEHHsI BO BPEMs ONEPaLlUU PEKOMEHIYeTCs
UCIIONIb30BaTh ACTPOTSHBI WK JIecMOTIpeccHH (YPOBeHb y0eIuTe IbHOCTH pexkomMeHnaanmii |la,
YPOBEHb 10CTOBEPHOCTH 0Ka3aTelbeTB — C).

Kommenmapuu. ['emoppacuueckue O0CIOMCHEHUS HACMO 6CMPEYAlomcs: y NAyueHmos ¢
XPOHUYeCKOU u ocmpou noveunol nedocmamoynocmoto. Cywecmeyem psod nooxo0o8 Os
CHUDICEHUSL PUCKA KPOBOMEYEHUs NPU NOUEUHOU He0OoCMAamoyHOCmu..

1. Iloueunas samecmumenvras mepanusi (nepumoHeaIbHbll OUATU3 UTU 2EMOOUATU3) YIIYHUAe
Gynryuio mpomoéoyumos nymem yoanenus ypemudeckux mokcurog [53].

2. Koppexyus anemuu npu XIIH spumponosmunom nomocaem npedomepamums ypemuueckoe
KposomeyeHue. Yeenuuenue KOIUYECMEA dPUMPOYUMOE CHOCOOCMBYem HOPMATU3AYUU QYHKYUU
mpomMoOYUmos.

3. Hecmonpeccun moodicem okazamov JjeyeOuvili d¢hgpexm npu Ouchyukyuu mpomooyumos y
nayuenmos ¢ ypemueu. OH 6bi3vi6aem 6blc80O0ICOeHUe Gakmopa Bunnebpanoa, ynyuwas
aoeesutolacpecayuro mpomboyumos. [lecmonpeccun cokpawiaem epemsi KpoGomeueHus: 6 medeHue

1 yaca c onumensrnocmoio 3¢pgpexma 4-8 u, npenapam s¢hpexmusen 6 oonokpamuoi dose 0,3 melke
BHYMPUBEHHO UNU NOOKONHCHO. [lecmonpeccun 3¢hghekmusen u 0ns npoguiakmuku u O/ 1edeHus:
nepuonepayuoHHo2o kposomeyenus [54].

4. Kpuonpeyunumam ucnonv3o6ancs 0Jia 1edeHus: ypemudeckux kposomeuenuu. On s¢pghexmusen
yepes 1 u nocine ungpyzuu, ¢ maxcumanvusiil 3¢pgpexm 6 npedenax 4-12 u. [pumepno y 50%
YpemMu4ecKux nayuenmos kpuonpeyunumam e 3¢p¢pexmusen [8].

5. Konvilocuposanmuwvie 3cmpoz2eHvl MO2Yn YMEHbUUMb KPOBOMeUeHUe Y YPeMUIeCcKUX nayuenmos,
0COOEHHO NpuU HCENYOOUHO-KUUEUHOM U GHYMPUUEPENnHOM KpPO8OmMeUeHUuu Ulu Npu OOULUPHOM
onepamugHom emeuiamenvcmee. Ilepopanvnas 003a 6 25 me Hopmanuzyem epems Kpogomeuenus 6

meuenue 3-10 oneir [55].



6. Tpanexcamosas KUCIOMA COKpawjaem epemsi KpOGOmMeueHus y ypeMuieckux nayueHmos.

OOHaKo OHA HAKANAUBAEMCS Y NAYUEHMOS8 C NOYEUHOU HeOOCMAMOYHOCHbIO U HeNm HUKAKUX
00KA3amMenbeme  npesocxoocmea Hao opyeumu eudamu mepanuu. Ilosmomy eonpoc 060
UCNONB308AHUU MPAHEKCAMOBOU KUCIOMbL CIe0yem PAcCMampusans moabKo 6 OCMpol Cumyayuu,

K020a Opyaue Memoobl JledeHust OKa3aaucy Heyoosiemsopumenshvimu [53].

TpaBMaTuyeckasi KoaryJaonaTus

Pexomenganus 25.

B HavanbHOM JieueHNH OOJBHBIX ¢ MACCUBHON KPOBOTIOTEPEH PEKOMEHAYETCS TpaHCy3us
C3II B cooTHOIIEH!HH € 3puTpoITaMu 1: 2 (ypoBeHb y0eIuTeJIbHOCTH peKOMeHaauuii |,
YPOBEHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — B).

Pexomennanus 26.

Pexomennyercs Beenenue C3I1 mis noanepxkanus yposusa I[ITB u AUTB we Bbime 1,5 —ro
YBEJMYEHUS] OT HOPMAJILHOTO JHarna3oHa (YpoBeHb YOequTeJbHOCTH peKoMeHaamuii |, ypoBeHn
JIOCTOBEPHOCTH J0Ka3aTeabeTB — C).

Pexomennauus 27.

Pexomennyercs wu30berath mepenuBaHMSA IUIa3Mbl Y OOJBHBIX 0€3 3HAYUTEITHLHOTO
KpoBoTeucHHs (YpOBeHb YyOeIMTEJILHOCTH pekoMenganuii |, ypoBeHb J0CTOBEPHOCTH
J10KAa3aTeIbCTB — B).

Kommenmapuu. Konyenyus Damage Control nayenena na 6vicmpyio  koppexyuio
MpaeMamu4eckoli KoazyJionamuu nocpeoCmeoM paHHe20 B0CHONIHEHUs (AKMOpos CEepmbleaHuUs
kposu. Tlooxooswum 0nst 9mMo2o cpedCmeoM ABNAEMCA CEEHCE3AMOPONCEHHAS NAA3MA, KOMopas
cooepocum npubauzumenvro 10% HopmanvHo2o yposHs 6cex hakmopos ceepmuleaHusi KPOsi.

Ilpeonacaemcsa Hauunamv mpaucgyzuro npenapamos Kposu y NAYUeHmo8 ¢ MACCUBHOU
Kposonomepetl HeMeONeHHO, He Q0HCUIASCH pe3yibmamos kKoazyiayuonnsix mecmos (A4TB, I1TB,
ypoesensv gubpunozena ulunu mpombosnacmozpaguu. Ha ocnosanuu onvima sotinvl ¢ Upake ¢ mae
2005 2o0a medcOyHapoOHas 3KchnepmHasi KOHQepeHyus Nno MACCUBHOMY NepeluBaHuro 6
Amepukanckom BOEHHOM UHCMUMYMe PEKOMEHOO08ANd HeMeONeHHOe B8e0eHUue KOMHOHEHMO8
koazynayuu 6 coomuouwenuu 1:1:1 (apumpoyumer, nnasma u mpomboyumei) [56-58]. B credyowue
HeCKOJIbKO Jlem pempocneKmusHble OaHHble, KAK 60EHHbIX, MAK U 2PANCOAHCKUX NPAKMUK NOKA3AIU
VAYYUeHUe pe3Vibmamos JeueHuss NayueHmos ¢ MACCUBHbIM KPOGOmMeUeHUueM NOCie NPUHAMUsA
OaHHO20 NPOMOKOA, UCTONL3YIOWE20 PAHHee 86e0eHUe BbLCOKOU 003bl NAA3Mbl
[59]. Oonako, neoasnee pamnoomusuposannoe rknunuueckoe ucciedosanue y 680 nayuenmos c
MpPABMOU He GbIAGUI0 HUKAKOU PA3HUYbL 8 00ujell GblHCUBAEMOCTIU MeHCOY DAHHUM B68edeHUeM

njaiasmaul, mp0M60L;um06 u spumpoyumoes 6 COOnHoOwmeHuu 1:1:1no CpABHEHUIO C



ucnoavzosanuem omuowenus 1: 1: 2 [60, 61]. Heo6xo0umo nomuums, umo, Kak u 6ce npooykmol,
NOIYUEeHHble U3 Yello8eUeCKOU Kposi, OClodCHenus, cesazanHvle ¢ npumenenuem C3I1, exntouaiom
nepezpy3Ky 006bemoM, HeCOBMeCMUMOCMb, nepeoayy UHHEeKYUOHHbIX 3a001e8aHUl U AepeUiecKue
peaxyuu. Ocmpoe nospedxcoenue neckux — TRALI-cunopom sensemcs cepvesnvim noboyHvim

agppexmom mpancehysuu C3I1 [62, 63].

Pexomennpanus 28.

PexoMeHIyIOT Kak MOXKHO paHee NPUMEHSATh TPAHEKCAMOBYIO KHCIIOTY Y MAIEeHTOB C
TPaBMaTHYECKUM KPOBOTCUCHHEM WJIM IPU PUCKE TSHKEIOro KPOBOTEUCHHS B HArpy304HOM moze 1
T, KOTOPYIO BIUBAIOT B TeueHue 10 MUHYT, C MOCIeAyIOINM BHYTPUBEHHBIM BBeIeHHEM 1 T
B TeyeHue 8 4acoB (ypoBeHb y0eUTeILHOCTH peKOMeHIauii |, ypoBeHb 10CTOBEPHOCTH
JI0KA3aTeIbCTB — A).

Pexomennganus 29.

PexOMEHIYIOT NPUMEHSATh TPAHEKCAMOBYIO KHCIIOTY Y TAIUEHTOB C TPaBMATHYCCKUM
KPOBOTCUCHHUEM B TEUCHHE 3 YaCOB IOCIIC TPABMbI (YPOBEHb YOeIUTEeILHOCTH PeKOMeH1anmii |,
YPOBEHb J0CTOBEPHOCTH 10KA3aTEIbCTB — B).

Pexomennauus 30.

PexomeHIyI0T, 4TOOBI TPOTOKOJBI IO TAKTHKE BEICHHS ITallMEHTOB C KPOBOTCUCHHEM
YUYUTBIBAIM BBEJCHUE TIEPBOI J03bI TPAHEKCAMOBOM KUCIIOTHI €Illle Ha MyTH B OONbHUIY (YPOBEHB
yoenuTeabHOCTH pekoMenaanmii |1a, ypoBeHb 1ocToBepHocTH T0Ka3aTeabeTB — C).

Tpanexcamosas Kucioma — CUHMEMUYECKUNl aHALO02 JU3UHA, KOMOPbIU A6IAEmCs
KOHKYPUDPYIOWUM UHSUOUMOPOM NPODUOPUHOIUSUHA. E-AMUHOKANPOHOBASL KUCIOMA ABJIAEMCS
MaKce CUHMEMUYeCKUM aHaN020M JU3uHa, akmusHocms komopozo 6 10 paz crabee, uem
mpanekcamosou xuciomvi. Ee npumensiom 6 naepyszounoii doze 150 melke, ¢ nocredyrowei
Henpepvlisrol ungysuei 15 melkelu. Anpomunun npomugonoxasan y nayuenmos ¢ KpogomeueHuem
eceocmeue mpagmol.

Hccneoosanue no KiuHuueckou panooMu3ayuu aHmMuQuOpUHOIUMUYecKol mepanuu npu
snauumenvuvix kposomeuenusix (CRASH-2) oyenusano emusinue pamnneco 6sedenuss KOpomroeo
Kypca mpaHeKkcamogol KUCI0MmMbl HA CMePMHOCMb, MPOMO03 cOCy008, U HA3HAUeHUe Nepelusanus
KOMNOHEHMO8 OOHOPCKOU KPOBU ) NAYUEHMO8 C KpOGOmedeHUuem UlU PUCKOM 3HAYUMETbHO2O
kposomeuenust npu mpaeme [64]. bviro pandomusuposano 20211 e3pocavix nayuenmos ¢
KpoBomeyeHuem npu mpaseme Uiy ¢ puckom 3HA4UMeENIbHO20 KpOo8OomedeHUs Ha (PoHe 66e0eHUs
mpanexkcamosou kuciomwl (Haepyzounas 0oza 1 2 6 meuenue 10 mun ¢ nocneoyoweii ungysuei
eHympusenno 1 2 6 meuenue 8 u) u coomeemcmeenno niayedo c 8edeHUeM MPAHEKCAMOBO

Kuciomsl 6 meyenue 8 uacos nocie mpaembl. H€p6u'-lelM UCX000M ObLIA 20CNUMATIbHAS



cmepmuocms 6 mevenue 4 nedenvb nocie mpaemvl. AHAIUUPOBATUCH NAYUEHMbL, NOOOAIOUUECS]
neuvenuro. Obwas nemanbHOCMy OblIA 3HAYUMENbHO YMeHbUleHa NpuU 6HYMPUBEHHOM 66e0eHUl
mpanexcamogo kuciomvl Ha 1,5%, a puck cmepmu usz-3a KpoeomeueHus ObLl 3HAYUMETLHO
cnuoicen na 0,8% [65, 66].

Ananusz nooepynnet dannvix CRASH-2 noxazanu, umo pannee nevenue (<1 u nocie mpasmuol)
3HAYUMENbHO YMEHbUIAN PUCK cMepmu u3-3a kposomeuenus Ha 2,5%. [lpu nasnauenuu om 1 0o 3
YMeHbuuUn puck cmepmu uz-3a kposomeuenus na 1,3% [67]. Roberts | et al. mak oce noxasanu,
Ymo HazHaueHue MpAaHeKCamosoll KUCIOMbl CHycmsa 3 4 Om HAYala KposomeyeHus, nosvluidaem
puck cmepmu om kpogomeuenusi Ha 1,3%. Asmopwi Oannoil pabomel cuumaiom, umo panHee
86edeHue mpaHekcamosoll Kuciomel y nayuenmos ¢ OMK Oonowcno HasHauamvces ewe Ha
0020CNUMATILHOM 3mane, U OHU DEKOMEHOVIOM BKIIYUMb 6 NPOMOKOL 6e0eHUs OONbHbIX C
KpogomeueHueM npu mpasme 68e0eHue mpanekcamo8ol KUCIOmMbl HA MeCme NOJLYYeHUs. MpPasmbl.
Ecnu mpanexcamogyro xuciomy 6800umv mMOIbKO NO NPOMOKONLY MACCUSHOU MPAHCHY3uu uiu
UCNONIBL308AMb MOALKO Y NAYUEHMO8, KIUHUYECKU OYCHEHHbIX KAK NAYUEHIMO8 «NOBbIUEHHO20
puckay, mo 6yoem odocmuenymo monvko 6 40%cnayuasx nomenyuanbHOU 6612006l OM MO0
neuenus [68]. Jns nonyuenus makcumanibno2o s¢pghpekma om npumenenuss mpanekcamoul KUciomt,
ee cnedyem HA3HAYAMb 8CeM NAYUEHMAM C MPABMOU U 3HAYUMETbHbIM KpogomeueHuem. Takum
06paszom, 6HYmMpuseHHOe 68edeHUue MPAHEKCAMOBOU  KUCIOMbL  OOMNCHO  Oblmb  YACHbIO
20CNUMANLHO20 NPOMOKOIA NO 8e0eHUI0 DONILHBIX ¢ MPABMOIlL, d He MOJIbKO 8 NPOMOKOJIe
«mscénot kposonomepuy [9, 69, 70].

B 2018 200y Gayet-Ageron et al. ¢ ceoei pabome nokazanu, umo anmugubpunorumuieckoe
JledeHue — MpAaHeKCamosol — KUCIOmMOU  (gexmusno  cHudcaem  Kposonomepio,  00vem
2eMOMPAHCPY3UOHHOU  mepanuu  OOHOPCKUMU — KOMHOHEHMAMUu Kposu U npeoomepawyaent
JlemanbHble UCX00bl Y NAYUEHNMO8 NOCIE KAPOUOXUPYPSULECKUX ONepayuil, npu msajiceaon mpasme
U YV NayueHmox ¢ NoCiepoO08bIMU KPOBOMeEUeHUsMU. Aemopvl  ommeuarom, umo pso
uccne008aHull, 8 YACMHOCMU Y NAYUEHMO8 C MpAasmMoll, NoKasauu, ymo Oojee paHHee 8sedeHuUe
mpanexcamosoti kuciomol (6 nepevie 3-6 uaca nocne nauana kposomeuenus) 6onee 6vlc00H0. B
C80EM Mema-ananusze npu GblNOIHEHUU PAHOOMUSUPOBAHHO20 KOHMPOIUPYEMO20 UCCAeO08AHUS.
asmopul uzyuunu oonee 40 000 nayuenmos ¢ ocmpvim CUIbHBIM KPOBOMEUEHUEM 8 NOCAEPOOOBOM
nepuooe u nayueHmos ¢ msyicenvimu mpaemamu. OmmeyeHo umo pamee 6HYMpUBeHHoe 86e0eHUe
mpamnexcamogol kuciomol y nayuenmog ¢ OMK 6vi10 c6513aH0 ¢ npeumyuecmeom ulicuganus. B
epynne nayuenmos oviio 3558 cmepmeiti, uz xomopuoix 40% 6viiu vizéanvl Kposomeuenuem, a
MPAHEKCAMOBAsL KUCTIOMA 3HAYUMENbHO Yeequuusaila oowyio evidcusaemocms (omuouierue
wancos 1,2, 95% oosepumenvuwiti unmepsan 1,1 — 1,3). Hemeonennoe snympugennoe sederue

mpaHeKcaMoeoﬁ Kucaoniol (6 nepeblﬁ yac nocjie Hadaja Kpoeomequwz) ObLII0 CE3AHO C



yeenuuenuem gvloicusaemocmu oonee yem na 10% (omuowenue wancos 1,7, 95% odosepumenvhulii
unmepsan 1,4 — 2,1). Aeémopvl Oanno2o uccie0o8anusi nOOCHUMAnU, 4mo IP@PexmusHocms
npouiaKmuKy cmepmu  Hpu  NOMOWU BHYMPUBEHHO20 66€0€HUs MPAHEKCaAMOU KUCIOMbl
crudicanaco Ha 10% 3a xaoccovie 15 munym 3adepoicku neuenus 6 meuwenuu 3 wacos, nocie 4ezo
Oonbule He OKA3bIBANIO NOJOHCUMENbHO20 dhhekma om 68edeHUsi MPAHEKCAMOBOL KUCIOMbl NPU
CHUdICeHuu pucka cmepmu. Ilpu smom y nayuenmos, NOIYYABUIUX AHMUDPUOPUHOTUMUYECKOE
JleyeHue, He HabIo0aI0Ch Y8eaUudeHUs: MPOMOOIMOOIULECKUX OCTI0NCHEeHUl. J[lanHoe uccredosanue,
nokasvigarouee, Ymo 8edeHue aHmudUOPUHOIUMUKOE Cledyem HAYUHAMb KAK MOJNCHO CKOpee C
MOMEHmMA  HA4ana  KIUHUYECKO20  NPOAGIEHUsl  OCHOBHO20 — KposomeueHus.  JleueHnue
AHMUDUOPUHOIUMUKAMYU  OMHOCUMENbHO NPOCMO, Oeule8o U, NO-8UOUMOMY, He C6A3aHO C
CEPLE3HBIMU HEeHCeNAMETbHLIMU OCTONCHEHUAMU OM MaKo mepanuu. Takmuka panue2o 66e0eHus
MPAHEKCaAMOB0U KUCIOMbL OO0JICHA NPUMEHAMbC ¢ HAUMEHbULE BO3MONCHOU 3A0EPAHCKOU Y
nayuenmos ¢ Kpynuolm kposomeuenuem [11]. Amunoxanponosas xucroma maxsice modxcem Ovime

UCNoO1b306aHA 6 mex Caydasx, Ko20a mparnexkcamosas Kucioma Hedocmynna.

Pexomennamus 31.

PexomeHayeTcs MpUMEHEHHWE KPHUOMPEIMIIUTATa i JICYCHUS IalUeHTOB, Y KOTOPBIX
KPOBOTEUCHHE COMPOBOXKIACTCS TPOMOOIIACTOMETPHUECKUMH TPU3HAKaMHU  (DYHKIIMOHAIHLHOTO
nedunuta GUOPHHOTEHA WM IJIa3MEHHBIM ypoBHeM (ubpuHorena menee 1,5-2,0 r/n (ypoBeHb
yoenuTeIbHOCTH peKoMeHaanmii |, ypoBeHb 10cTOBEpHOCTH JT0Ka3aTebeTB — C).

Pexomennpanus 32.

Pexomenayemasi craproBasi 03MpOBKa Kpuompernmmnurata - 6-12 mo3. HeobxomumocTts
MOBTOPHBIX JI03 PETYIUPYETCS TPOMOOAIACTOMETPHICCKIM KOHTPOJIEM U JIAOOPATOPHOM OICHKOM
ypoBHsl pubpuHOreHa (YpoBeHb YOeAuTeIbHOCTH peKkoMeHaanuii |1a, ypoBeHb 10CTOBEPHOCTH
nokazareabcTB — C).

Kommenmapuu. @ubpunocen — KOHEYHbll KOMNOHEHM 6 KacKkade KOa2yasayuu, JU2aHo
azpezayuy mpomoOYumos, NOIMOMY AGIAEMCI BAHCHLIM HAKMOPOM IPHEeKMUHOL KoazyIayuu u
Qyukyuu  mpomboyumos. I unogubpunocenemuss — O00ObIUHBI KOMHOHEHM  KOMNIEKCHbIX
KOa2ylonamuii, C6sA3aHHbII C MACCUBHBIM KPOBOMEUEHUEM.

Ipumenenue xonyenmpama @uopunocena (pexomendyemoe 6 Eepone u CILIA) noo
KOHMPOJIeM MpOMOOINACMOMEMPUU 8 COUEMAHUU C OpYeUMU NPOOYKMAMU KPOBU YMEHbULALO
CMEPMHOCMb N0  CPABHEHUIO C NpeonoNazaemou, CHUMNCAIO HOMpeOHOCMb 8 ANI02eHHbIX
npooykmax xposu u yeeauuugano 30-onesnyro sviscusaemocms. Cnedyem ommemums, 4mo 6
Hacmosiujee epems KonyeHmpam Quopurozena ne 3apecucmpuposar 6 Poccuiickoti ®edepayuu.

Anvmepnamueoii emy ssnsemcs donopckutl kpuonpeyunumam [9, 69].



Hoxazano, ymo KoHyenmpayus QUOPUHO2eHA CHUNCAEMC s Y MHO2UX NAYUEHMO8, KOMOopble
nepeHeciu msdiceyo Kpogonomepo, HU3KUUl YpogeHb (uOpuHoceHa cés3an ¢ 0ojaee GblCOKOl
nOMpeObHOCMbIO 8 2eMOMPAHCPY3UOHHOU mepanuu u yeeauyenuem nemanrvrocmu [12]. B cayuae
nOCEPO006020 KPOBOMEUEHUsI HUKASL KOHYeHmpayus (uopuHo2ena 8 niame Kpoeu SeJsemcs
2NABHBIM NPEOUKMopom Hebnazonpusimnozo ucxooa [13].

Hccneoosanue, evinonrnennoe Stinger H.K. et al. noxazano, umo eozmewenue oeguyuma
@ubpunocena npu Maccu8Hol Kposonomepe Mojicem YayHuums Gbl’CUBAEMOCHb NAYUCHMO8 NPU
boesvix panenusx [14]. B epasicoanckoti obcmanoske KOppexkyus yYpoeHs (hubpuno2ena Ha ocHose
oannvix TOI" ymenvuuno obvem ceMompancysuu ani02eHHbLIX OOHOPCKUX KOMNOHEHMO8 KPOBU
[75-77]. Pempocnexmusnvie 0630pwl uccreoosanuit Schochl H. et al. u Shaz B.H. et al. no sedenuio
MACCUBHOU KPOBONOMEPU Y NAYUEHMO8 C MPABMOU MAKHCe NOKA3AU CHUNCEHUE NeMmAalbHOCU

[76] u ysenruuenue 30-onesnoii sviocusaemocmu [78].

Pexomengamus 33.

Pexomenayetcst Tpancdy3us TpOMOOIMTOB Ui MOAJAEP)KAHUS WX YPOBHS BBIIIE 50x10%/xn

(ypoBeHb yoenuTeIbHOCTH peKOMeHAanuii |, ypOBeHb 10CTOBEPHOCTH

noka3zareiabers — C).

Pexomengamus 34.

Y nanuMeHToB ¢ MpojoiDKarImmMmcs KpoBoreueHweMm wu/mm  UMT  pekomenmyercs
MO/JICPKUBATh  YPOBEHb  TPOMOOIIMTOB  BBIIIE 100x10%/n (YpoBeHb  y0OeIHTEJILHOCTH

pexomennanuii |1a, ypoBeHnb 1ocToBepHocTH T0Ka3aTeabeTB — C).

Pexomenpamusn 35.

CrapToBas J03MpPOBKAa TPOMOOIMTOB - 4—8 eQWHMII WIM OJMH TAKET, €CIU OH MOJydYeH
MeTozioM adepe3a (ypoBeHb yOeauTeIbHOCTH pexkoMenaamuii lla, ypoBeHb J0CTOBEPHOCTH
noka3zareabers — C).

Pexomennamnus 36.

Pexomennyetcst Tpancdy3us TpOMOOIMTOB MAIIMEHTaM ¢ MACCUBHBIM KPOBOTEUECHHEM WIIU

BHYTPHYCPCIIHBIM  KPOBOU3JIMAHUCM, KOTOPBLIC IIOJYYaJIA aHTI/ITpOM6OI_II/ITapHBIC cpeacTBa

(ypoBeHb yoenuTeabHOCTH pexomenaanuii |la, ypoBeHnb qocroBepHoCTH T0Ka3aTeabeTB — C).

Pexomenpanus 37.
Tpancdys3ust TPOMOOITUTOB PEKOMEHIYETCS, €11 Y TIAI[MeHTa 3apETUCTPUPOBAHA TUCHYHKITHS
TpoMOOIMTOB (YpOBEHb YOeAUTeIbHOCTH pekoMeHaanuii lla, ypoBeHb [10CTOBEPHOCTH

nokazareabcerTB — C).



Kommenmapuu. Hcmopuuecku cioaicunocy max, ymo mpaunc@yzus OOHOPCKUX mpomMooyumos
ObLIA OCHOBAHA HA KPUMUYECKOM nopoece Koauvecmea mpomboyumos. Counts R.B. et al. ¢
NPOCHEeKMUBHOM UCCIE008AHUU, NPOBEOEHHOM CPeOU NAYUEHMOE ¢ MACCUBHOU 2eMOmpancysuell,

9
sviasuaU, umo Koaudecmso mpomboyumos <100 x 10°/j7 sensemcs nopozosvim mapkepom Ons
ouppysnoco kposomeuenus [79]. A Ciavarella D. et al. ¢ ceoem uccnedosanuu nokasanu, umo
9
konuyecmeo mpomboyumos <50 x 107/7 sersemcsa naubonee uyscmeumenvHoim 1aOOPAMOPHLIM

npeouxmopom kposomeuenusi [80]. Stansbury L.G. et al. nokaszanu 6 ceoem uccredosanuu, umo
HUBKUTL YPO6EHb MPOMOOYUMOE y NAYUCHMOE C MPABMOLL AGIACMCA NPEOUKMOPOM YEeaUdeHUs
nemanvrocmu [81]. Johansson P.I. et al. max owce noxkazanu 6 ceoeii pabome, umo naznauenue
OOHOPCKUX MPOMOOYUMOE Y NAYUECHINOE C MACCUBHBIM KDOBOMEUCHUCM U3-30 PA3PbIEA AHEEPUIMbL

oprownot aopmol yeeauuuno svixcusaemocms ¢ 30 0o 45%, a eciu konuuecmseo mpomboyumos

ovL10 menee 50 % 109/J], mo JlemaibHOCmb nayuenmos ygeauyusaiacy 0o 69% [82].

Pao  uccredosamenvckux — pabom  noceswen — uzyueHuro  Koppeiayuu — KOIudecmed
MpOMOOYUMO8 U MANCECMU GHYMPUMO3208bIX KPOBOUITUAHUU V NAYUEHMOE C YepenHo-M0320801l

mpasemotu. Bviasneno, umo y 6onvuvix ¢ 3akpoimvimu YMT, konuwecmseo mpomboyumos menee 100
9 .
x 10°/71, sensemcs nHe3asucUMbIM NPEOUKMOPOM NPOSPECCUU GHYMPUHEPENHBIX KPOGOUZTUSHUL NO

oannvim CKT 201061020 MO32a, HEOOXOOUMOCMU HEUPOXUPYPSUYECKO20 BMEUAmenibCmed U
yeenuuenust iemanvrocmu [83].

Ho3zet om uemvipex 00 60CbMU €OUHUY OOHOPCKUX MPOMOOYUMO8, KaK Npasuo,
oocmamouno, umodbl obecneuums 2eMOCmMA3 y NAYUEHMO8 C MpoMOOYumoneHuel npu

KpogomeueHuU U, KaK npaguiio, no3eojisem yeeiuyums Koauvecmeo mpomboyumos na 30-50 x
10%,7 [84].

Hmeromea uccnedosanusi 8 noooepiHCcKy 3aMemHOl poau OUCHYHKYUU MPOoMOOYUmos 6
namogusuonrocuu mpasmamuuecxou koazyronamuu [85, 86]. Wohlauer MV et al. o6rapyscunu
npu nomowu ananuza TOI, umo Ouc@ynkyus mpomooyumos npucymcmeyem y nayueHmos nocie
mpasmol euje 00 CYWECMBEHHOU UHQY3UOHHOU mepanuu Ul Nnepeiusanusi KOMNOHEHMO8
OOHOPCKOUL KPOBU, YMO YKA3bl8aem Ha NOMEHYUATbHYIO POJib PAHHEl 2eMOMPAHChY3ut OOHOPCKUX
mpomboyumos npu NPoeedeHUr NPOMUBOUIOKOBLIX MEPONPUSIMULL Y NAYUEHMO8 C KOAa2ylonamuetl
npu mpasmamuyeckom kpogomeueruu [86].

Pannee, «npoghunakmuueckoey @sedeHue mpomOOYUMos y OONbHLIX € MACCUBHBIM
KpoBomeueHuem, y Komopvix ewé nem mpomboyumonenuu, aensemcs cnopueim. Hiippala S.T. et
al. ooxazanu, umo yposenv mpomboyumos 50 x 10%7 moarcro 021CU0aAMb, K020a NPUOIUSUMETLHO

o0sa OL[K 6yoym 3amewyervl un@y3uOHHBIMU PACMBOPAMU UL KOMNOHEHMAMU OOHOPCKOU KPOBU

[72]. Creoyem ommemumo, umo 6 psioe ucciedosanuii ObLIU NOKA3AHO CHUMICEHUE IeMATbHOCIU U



msorcecmu TIOH 6nazooaps azpeccusnomy ucnonvzosanuio C3I1 u donopckux mpomboyumos [87,
88]. Oonaxo, oOokazamenvcmea Ons 6KMIOUEHUS PaAHHE20 NPODUIAKMUYECKO20 NEPeUBAHUS

OOHOPCKUX MPOMOOYUMOE 8 NPOMOKOL MACCUBHOU mpancpysuu aensiomes cradvimu [89].

Pexomennpanus 38.
PexoMeHryeTcss KOHTPOIMPOBATh YPOBEHb HOHU3UPOBAHHOTO KAJIBIINS M TIOACPKUBATH €T0

B TIpeJieliaX HOPMaIIbHOTO JMaria3oHa BO BpeMsl MacCUBHOM remMotpaHcdy3un (YpoBeHb
yoenuTeIbHOCTH peKoMeHaanuii |, ypoBeHb 10CTOBEPHOCTH J0Ka3aTebeTB — C).

Kommenmapuu. Husxkuil ypoeHb UOHUBUPOBAHHO2O KAIbYUSL CEA3AH C VBEIUYEHHOU
CMEPMHOCMbIO, A MAKHCe NOBbIUEHHOU He0OX00UMOCIbIO MACCUBHOU 2emompancysuu. Kpome
moeo, eunoxanvyuemusi 8 nepsvle 24 uyaca Mmodxcem NPOSHOZUPOBAML CMEPMHOCML U
HeoOX00UMOCb  MHOLOKPAMHBIX Nepeusanuil ayuule, 4Yem camvle HU3KUe KOHYEHmpayuu
@ubpunozena, ayuoos u camoe nuzkoe yucio mpomboyumos [90].

Kanvyuii 6 nnasme kposu cywecmgyem uiu 8 C60000HOM UOHUSUPOBAHHOM COCTOAHUU
(45%) wiu cesazan ¢ beakamu u Opyeumu MOIEKYIAMU 8 OUOIO2UHECKU HEAKMUBHOM COCMOSIHUU
(55%). Hopmanvras konyenmpayus uonuzuposannou popmul konebremes om 1,1 0o 1,3 mmonwvln
u 3asucum om PH naasmor. Yeenuuenue pH na 0,1 ymenvuwiaem xonyenmpayuio uoHU3UPOBAHHO20
kanvyust npuonusumensro na 0,05 mmonsln [91]. Jocmynnocme uonuzuposanno2o karbyus axcua
OJI51 CB0EBPEMEHHO20 0OPA308AHUSL U CIMAOUIUZAYUU YHACMKO8 NOAUMeEpU3ayuu pubpuna,
a  yMeHbleHUe KOHYeHmMpayuy Kaibyus 6 YUMO304U YCKOPSem CHUICEHUe 6CeX 6U008
mpomboyumapHot akmusHocmu. Kpome moeo, npu HusKux ypoeHsx UOHUBUPOBAHHO20 KATbYUsl
CHUDICAIOMCSL  COKpAMUMOCMb  cepoya U cucmemHoe cocyoucmoe conpomusierue. C yenvio
coxpamenusi ONAONPUSMHO20 GNUSAHUSL HA CEPOSUHO-COCYOUCTIVIO CUCMEMY U  KOA2YIAYUIO
KOHYEHMPAyusi UOHUZUPOBAHHO20 KANbYUsL O0JIHCHA No0deprcusamvpcs Ha yposne >0,9 mmonsl.

Tunokanvyuemusi pazeusaemcs. 60 6peMsi MACCUBHO20 NePelUuBaHus & pe3yibmane
UCNONIb308AHUSL YUMPAMA 8 KAYecmee aHmuKoazyisHma 6 npodykmax kposu. Lumpam nposensiem
AHMUKOA2YIAHMHOe Oelicmeue, CEA3bl8As. UOHUSUPOBAHHIN Kanvyuil. | unokareyuemus Oonvute
6ceeo pacnpocmpanena Ha goue nepenusanus C3I1 u mpomboyumapHou maccel, max Kax smu
NPOOYKMbL COOepIIcam 6blcoKue KOoHyeHmpayuu yumpama. Llumpam noosepeaemcs Gvicmpomy
neueHOUHOMY MemadoIUuMy, U 2UNOKANbYUEMUS — KAK NPABUILO0, MPAH3UMOPHOE ABNEHUe 80 8DEMs
CMAHOAPMHBIX Npoyedyp neperusanusi Kposu. Memaborusm yumpama Modicem 3HAYUMETbHO
ocnabesams  6credcmeue  cunonep@ysuu, uUnomepmMuu Uy NAYUEHMO8 ¢ NeYeHOUHOU

Hedocmamournocmvio [92].

Pexomenmamus 39.



VY ManueHTOB C MAaCCHBHBIM KPOBOTEUEHHEM PEKOMEHAYETCS HCIOJIb30BaTh KOHIICHTPAT
OPOTPOMOMHOBOTO ~ KOMIUIEKCA  JUIi  CPOYHOTO  TIPEpbIBaHUS  JCHCTBUS  MEPOPATbHBIX
AHTUKOATYJISTHTOB - aHTaroHKCTOB BuTamuHa K (ypoBeHb y0eaIuTe IbHOCTH peKoMeHaanmii |,
YPOBEHb J0CTOBEPHOCTH 10KA3aTEIbCTB — B).

Pexomennanus 40.

[TanpeHTaM € MAacCHBHBIM KPOBOTEYCHHEM, IIOJNyYaBIIMM II€POPATBHBIE HHTHOUTOPEI
dakropa Xa (puBapokcaban, amWKca0aH WIA OSHIOKCAa0aH), PEKOMEHIYeTCS BBEICHHUE
TpaHEKCaMOBOW KHCIOTHI B 103¢ 15 wmr/kr B/B m BbicOKHX 103 (25-50 en/kr) koHueHTparta
NpOTPOMOMHOBOTO KOMIUIeKca (YypoBeHb YOenIHTeJbHOCTH pekoMeHaamuii |la, ypoBeHb
JIOCTOBEPHOCTH J0Ka3aTebeTB — C).

Pexomengamus 41.

[TanmeHTaM C MacCHUBHBIM KPOBOTCUCHHEM, IIOJy4aBIIMM Ja0uraTpaHa 3TUKCHJIAT,
PEKOMEH/IyeTCsI BBEJICHUE TPAHEKCaMOBOW KHCJIOTHI B q03¢ 15 mr/kr B/B u BhicokHX 103 (25-50
e/1/KT) KOHIIEHTpaTa MPOTPOMOMHOBOTO KOMIUIEKCA (YPOBEHb YOeIUTeIbHOCTH PeKOMeH TaIHii
lla, ypoBeHb 10cTOBEpHOCTH H0Ka3aTeabcTB — C).

Basicnyto pons npu okazanuu MeOUYUHCKOU NOMOWU NAYUEHMAM ¢ OCMPOU MACCUBHOU
Kpogonomepell 8 UCCIe008AHUAX U 3aPYOEN’CHbIX PEeKOMEeHOAYUax yoensaemcs KOHYEeHmpamy
npompombunosozo komniexca (KIIK). B nacmoswee epemsi na Poccuiickom ghapmaxonozuieckom
pulHKe umeemcst Heckoavko eapuanmos KIIK [9, 69, 70].

B psaoe ewvinonnennvix uccnedosanuii no usyyenuro KIIK y nayuenmos ¢ UYMT 6wino
nokasano, umo enympueernnoe egeoenue KIIK npesocxooum no sghgexmusnocmu mpancghysuro
C3I1 no 6vicmpome unakxmusayuu anmazconucmos sumamuna K [93-95] u cnuocaem uwacmomy
paseumus enympuyepentvix cemamom [96, 97]. Ha ocnosanuu psioa nposedenHbix uccied08anull
B KIUHUYECKOU NPAKmMuKe, 00KA3bl8AIOUUX NPeBocxo0cmeo u 6ojee 6biCOKYIO IhphekmusHocms no
cpasHenuto ¢ mpancyzuen C3I1, KIIK cmanu npenapamom evibopa ons uHaxmusayuu 3¢)ghekmos
anmazonucmos sumamuna K [98].

B nocnednue epems 6 Kiunuueckou npakmuxe WUPOKO UCHONBLIVIOMCA NpsamMble
nepopanbHble  AHMUKOAZYISHMbL Ol NPeOOMEPAWEHUs.  8EHOZHbIX  MPOMOOIMOOIULECKUX
OCIOJICHEeHUIl, NPOGUIAKMUKY PA36UMUsL UHCYIbMA NpUu  GUOpULIsyuu npeocepouti, ocmpozo
KOPOHAPHO20 CUHOpOMA, a Maxdice O/ AedeHusi mpomMOOIMOOIUU Te20UHOU apmepuu U mpombo3a
enyooxux ger. OCHOGHBIM Oelicmeuem NPAMbIX NePoPAlbHBIX AHMUKOARYIAHMO8 ABNAEMC I NPAMOE
uneubuposanue gpaxmopa Xa (Pusapoxcaban (Kcapenmo), Anuxcaban (Dauxeuc) uiu I0okcaban)
unu uneubuposarue mpomouna ([labucampan (Ilpooaxca)). B nacmosawee spems spauu ece uauje
CMANKUBAIOMCs. ¢ NAYUEHMAMU, KOMopble NPUHUMAION 8bliie VKA3AHHble Npenapamovl, Ha (oHe

mpaem uiu ocmpoﬁ Kpoeonomepu. B Hacmoswee epems UmMeromcs 0ny6/luK06aHHble



uccnedosanust, noomeepacoarowiue, Ymo mpéx- u wemoipéx ¢paxmopmvie KIIK, Helmpanu3ys
oeticmeue rpsIMbIX aHMUKOA2YIISAHMO8, 6iusem Ha YIV4UeHue CUCmemvl 2eMoCmasd,

ymenvuiaem obwvem kposomeuenus [9, 69, 70].

Pexomengamnus 42.

PexomenayeTcs paccMaTrpuBaTh NPUMEHEHHE PEKOMOMHAHTHOTO aKTHBHPOBAHHOTO (pakTopa
koaryasiua VI (rFVIa), ecnu maccHBHOE KpPOBOTEYCHHE M TpaBMaTHUECKas KOAryJIOMaTHs
COXpAHSIOTCS, HECMOTPS Ha TNPUMEHEHHE CTAaHAAPTHBIX METOJMK T'€MOCTa3KOPPUTUPYIOIIEH
tTepanud  (YypoBeHb yOeIUTEILHOCTH pexkoMeHmaumuii lla, ypoBeHb /I0CTOBEPHOCTH
noka3zareiabers — C).

rEVila ne sensemes mepanueti nepsoil tunuy 0151 KOHMPOIS KPOBOMEUEeHUsL U MOdCen Obimb
ahpekmubnbIM MOALKO NPU YCMAHOBIEHUU KOHMPOTIA 3a UCMOYHUKOM MACCUBHO20 KPOBOMEUEHUS.
Kak monvro maccuenoe kpogomeuenue uz no8pedcoeHHvix cocyoos ocmarnosieno, rEVIla moocem
Obimb nonezen 01 UHOYYUPOBAHUA KOA2YIAYUU & Mecmax OughghysHoeo Koazylonamuieckozo
KpogsomeyeHusi uz manvix cocyoos. Cnedyem paccmampusams npumernenue 'FVIla monvko ecau
mepanus nepeol JIUHUU 6 COYEeMAHUu C XUPYPSUHeCKUMU MemoOaMu U UCHOIb308AHUEM
mpaucgy3uu npooyKmos Kposu (spumpoyumos, mpomMooyuUmos, C311 u
kpuonpeyunumamal puopunocena, Komopwle 6bi3b16aI0M YEEIUUCHUE YPOGHEN 2eMAMOKPUMA GbluLe
24%, mpomboyumos eviue 50x109/n u uobpunocena evuume 1,5-2,0 oln), npumenenue
aumMuuOpUHOIUMUKOS U KOPPEKYUs — MANHCEN020  ayudo3d, MmANCENOU  cUNomepmMuu U
2unoxanbyuemuu — He d¢gppexmusnvt 05t Konmpoas kposomeuenus [9, 69, 70].

Iockonvry rEVIla Oeiicmeyem Ha cobcmeenHyto cucmemy Koa2yiayuu nayueHmad,
HeobX00UuUMbl 00CMAMOUYHblEe YPOBHU MPOMOOYUMO8 U DUOPUHO2EeHA, YMOoObl MO2 B03HUKHYMb
8b10pOC MPOMOUHA 6 pe3yTbmame NPUMEHEHUs. PAPMAKOIOUYECKUX 003 Gblle PUIUOI0UYECKUX
yposreti TEVIla uepes npsamoe ceasvieanue ¢ akmusuposanuvimu mpomooyumamu. Heobxooumo
eoccmanosums  PH u  memmnepamypy ~mena no  803MOdNCHOCMU  NPUOIUIUMENLHO 00
@usuonocuueckux yposHeil, NOCKOILKY Oadce Hebonvuioe cHudcenue PH u memnepamypoi
npueooum K  3ameoneHuro  Kumemuku — koazynayuu. Ilpocnocmuueckumu  ghakmopamu
nebnrazonpusmuoeo omeema na YFVIla 6w pH <7,2, uucno mpomboyumos <100x109/n, u
apmepuanvroe oasnerue <90 mm pm.cm. 6o epems esedenus rFVIla [99, 100]. Kpome moeo, y
NAYUEHMO8 C MANCENbIMU MPABMAMU  HACMO HPUCYMCMEYEm  2UNOKATbYUEMUSL, NOIMOMY
HeoOX00UM KOHMPONb UOHUBUPOBAHHO20 KANbYUs U MOdcem Nnompebosamvcs 66e0eHue
BHYMPUBEHHO2O KATbYUSL.

Hccneoosanue Hauser C.J. et al. y nayuenmos ¢ nonumpaemoii cpasuuno ose epynnwi uz 100

bonbHbIX Kadxcoas. B oonoul epynne enympusenno 6soouncsa pekomounanmuwiii pakmop rEVila, a



6 Opyeoti - npenapam niayebo. B obeux epynnax ne 06HAPYHCULO HUKAKOU PA3HUYLL 8 NOKA3AMENAX
JIeManbHOCmU U NompedHOCmuU 8 2eMompancy3uonnou mepanuu. Tem ne menee, OblIO bIAGIEHO
yeenuuenue uucia ciyyaeg pazsumus [IOH 6 epynne nayuenmos, Komopvlm 6600UNU GHYMPUBEHHO
pexombunanmuwiii paxmop rEVIIa (82% npomus 62%) [101].

B cnyuae nasnauenus rEVIa ciedyem coobwumo poocmeennuxam nayuenma, umo rFVila
ucnonv3yemcs 6He 0000penHbx noxaszanuu (npumenenue 3a npedenamu 3apeucmpupo8anHbIX
nokazanuit), mem 6oree umo ucnoavsosanue FFVIla  moocem  yeeruuusamv  puck

mp0M603M60ﬂu’{€CKux OCNOJICHEHUIL.

IIpuodpereHHbIe TPOMOOLMTONEHHMH M TPOMOOLMTONIATHH

Pexomengamus 43.

[Mokasanus k TpaHcdysuu KoHieHTpara tpombormtos (British Committee for Standards in
Haematology, 2017) (ypoBeHb yGenuTeIbHOCTH peKoMeHAanuii |, ypoBeHb 10CTOBEPHOCTH
nokazareabcrs — C) [102].

1. AxTuBHOE KpoBOTeuYeHHE W KosiuuecTBO TpomOouutoB <50000/Mkn wiaM jJOKa3aHHAs
nucHYHKIHMS — TpOMOOIMTOB  (ypeMus, JHarHOCTHPOBAaHHAs TPOMOOIMTONATHUS  IOCHEe
KapAUaIbHOTO LIYHTA).

2. OrcyTcTBHE NPU3HAKOB AKTUBHOTO KPOBOTEUEHHSI, HO HAJIMYHUE CIIEAYIOLIETO:

— BpeMmeHHas muenocynpeccus u Tpomoorutsl <10000/mkt (<20000 /MK Ipy HATTHYUH
JMXOPAJKH UM HE3HAYUTEIILHOIO KPOBOTCUCHHS);

— HE0OXOANMOCTb BBINIOJTHEHHS OOJBION ONepanny WIM MaHHUITY TSI Ha EHTPaIbHON
HEPBHOM cHcTeMe U KouuecTBO TpoMOoiuToB <100000 /MK,

— Jpyrue orepaluy Wik MPOLEeaypbl, IPU KOTOPHIX KMEETCS PUCK MOTEHIMATBHOTO
KPOBOTEUYCHHUS U KoruecTBO TpomboimToB <50000/mKt;

— HeoOXOJAMMOCTh BBITIOJIHEHHs ONEPAalUy WIM MPOLEAYp Y MAalUeHTa C H3BECTHOU
nuchyHKIperH TpoMOonuToB (TpoMbacTerHus [ maHIMana, ypemusi), y KOTOPOro Apyrue
Mepbl (IECMOIPECCHH, HAIN3) MOTYT ObITh HEd()()EKTHBHBIMHU.

Pexomennanus 44.

Tpancdysus TPOMOOIIUTHOTO KOHIIEHTpaTa OOJEHBIM c TpOMOOTHYECKOI
tpobouuronennyeckoit mypmnypoi (TTII), remonutuko-ypemudeckum curapomom (I'YC),
renapuH-uHAypoBanHoi Tpombonutonenuerd (I'NUT), nauonarnaeckoit TPOMOOIMTONICHIIECKON
nyprypoii  (MTII) BO3MOXHO TONBKO TIO JKM3HEHHBIM IIOKa3aHUSIM (KH3HEYTrpoKaroliee
KpoBoTeueHHs1) (ypoBeHb YOeaIuTeJbHOCTH pekoMeHaauuid |, ypoBeHb 10CTOBepHOCTH

nokazareabcTB — C).



Kommenmapuu. Bue 3asucumocmu om NpuduH pazeumusi mpomMOOyumoneHuu 6 ciyiae
PazeuUmMus Y2podAcaloujux HCU3HU Kpo8omeueHull U KpOGoOmeyeHuli 8 02PaHu4eHHble NPOCMPAnCmed,
Hanpumep, 6HYMPUYEPENnHblX KpPOBOMeUeHUl, a makyce Oasi 0becneyeHus HeomAONCHbIX
ONnepamusHvlX emeulamenvcme, mpebyemcs mpancyzus mpomoboyumos. B Opyeux cuyyasx
Jleyenue 00NCHO Oblmb HANPABIEHO HA NOGbluleHUe NPOOYKYUU MpoMOOYUMOs U OcpaHudenue
ckopocmu ux paspywenus. Ilpu onpedenenuu obvema mpanc@ysuu credyem YUUMbIBAMb
mANCeCMb MPOMOOYUMONEHUU, HATUYUe U OMCYMCmeUe KIUHUYECKUX ee NPOsA6IeHUll, d MAaKice
Hanudue y nayuenma conymcmeyowei namoio2uu.

Ilpu napywenusx mpombonodsa 6creocmeue aHOMAnul Me2aKapuoyumos 0 OCHMAHOBKU
KposomeyeHuii  aub0  npu  HEOOXOOUMOCMU  NPOGEOeHUs  HEOMIONCHLIX — ONEPAMuUHbIX
eMewamenpcms nokasama mpaumcgyzus mpomookonyenmpama. Hapywenus mpombonossa,
ceasannvle ¢ oepuyumom sumamuna B12 wiu ¢onuesoii kucromol Koppueupyiomes HazHaveHuem
coomeemcmeyowux npenapamos. Hopmanuzayus ypoeus mpomoOOyumos 8 >3mom ciayuae
npoucxooum yepes HeCKOAbKO OHell U Neperu8anuss OOHOPCKUX MPOMOOYUMO8, 3a UCKIIOYEeHUEM
9KCMPEHHbIX CUMYayull, He mpeoyemcs.

Ocobennocmu edenus NayueHmos ¢ HapyweHusamu npoyeccos paspyueHus mpomooyumos
3asucam om ouaznosza saboneeanus. [lpoeooums mpancgyszuro mpomboyumos nayuenmam ¢ TTI1
wnu I'VC cnedyem nuws no swcusnennvim noxkasanusm (yepoocaiowee scusnu kpogomeuerue). Ipu
TTII unu I'VYC nomenyuanbHulll pUck, C8A3aAHHLIL ¢ MPAHCPY3uei mpomooyumos, 3HauumenrbHo
npesocxooum 6ce OCMAIbHblE PUCKU . NOCAE MPAHCPY3UU 8CIe0CmEUe BbIPANICEHHOU AKMUBAYUU U
azpezayuu  mpomMOOYumos Modxicem ycyeyonsimvcsa mpomoO03 U CEA3AHHAS C HUM OpP2AHHASA
Hedocmamounocms  (6nioms 00 @HezanHou  cepOeuHou  cmepmu). Bce  xupypeuueckue
BMeUamenbcmea no B03MONACHOCTU OOJHCHBL OblMb OMILONCEHbL 00 CMAOUIUZAYUU COCMOAHUSA
nayueHma u yCmpaneHust RPpudun, aexcawux ¢ ocnose 3abonesanus [10, 11, 15].

Ocnosa neuenus TTII — ejicednesuvie ceancol niazmooomena (munumym 5) ¢ obwvemom
akeysuu 40 malke. Ipu neuenuu I'VC (ocobenno max nazvieaemozo amunuunozo I'VC) maroice
UCNONBL3YEmMCsl NIA3ZMOOOMEH, XOms €20 IPPeKMUBHOCMb CYWeCmEeHHO Hudce, Yem ) OONIbHbIX C
TTII. I1pu msoicenou noveunou HedOCMamouYHOCMu Modicem nompebogamuvcs cemoouanus. HELLP-
CUHOPOM, KAK U DKIAMNCUA, NOCIe poOopaspeuieHuss 00blYHO CAMONPOU3BOIbHO pecpeccupyen.
Oonako umozoa oun mpancgopmupyemcsi 8 TTII-no0obHbIll NOCAEPOOOBLIL CUHOPOM, 8 IMUX
cayuasx cpouHo mpebdyemcs naazmooobmen. Ilpu pazeumuu opeanHou HeOOCMAMOYHOCMU NPOSHO3
06wiuno Hebnaconpusmuwiti [10, 11, 15].

Coenacno coepemennvim pexomenoayusm [103] npu noomeeporcoenuu ouacnoza amunuunozo
I'VC npeonazaemcs npumensamv KyIuU3ymad — npenapam epynnvl KOMHIEMeHmM-UHSUOUPYIOUUX

arkmumerl.



Ilpu pazeumuu T'UT Heobxo0umo HemedleHHO NpeKpamumv 66eleHue 2enapura 8 abol
Gopme, dadce moeo HeOONBLULO2O KOTUYECMBA, KOMOPoe mpebyemcs OISl 2eNapuHu3ayun Jutul 0
sHympusennou ungyzuu. Jlroboe npomeonenue, oadxce odcudanue pe3yibmamos iabopamopHbIx
UCCe008anull 05 NOOMBEPHCOCHUSL CHUNCEHUS YPOBHS MPOMOOYUMOE, NOGbIULAEM PUCK PA3BUMUS
mpom60308. 3amena HOI' na HMI ne pewiaem npobaemsl, mak Kax y o6paz08asuiuxcs anmumer
UMeemcs. BbIpANCEHHAs NepeKpecmuas peakmusHocmo. Illpu pazsumuu mpom60306 uiu npu
HAIU4uU NOKA3AHUU O NPOOOIICEHUs AHMUKOAYIAHMHOU mepanuu nayuenmos ¢ ITUT
nepesoosim Ha npsamvle uHeUOUmMopsvl mpomouna (Hanpumep, 1enupyour uiu apeampobar), iubo
gonoanapunyxc [10, 11, 15].

Taocenan aymoummynnasn mpomoéoyumonernus (MTII) ¢ cemoppazuieckumu 0C10HCHEHUAMU
— 21O HEOMIOICHOE COCMOsAIHUE, 015 leYeHus mpebYIOMcs KOPMUKOCMEPOUObl 8 bICOKUX 003aX,
Komopwvie 68004AmMCa HA NpomsaxceHuu nepsvix 3 Owueu. Illpu HeobX00UMOCMU BbINOJHEHUs
9KCMPEHHO20 XUPYPSUUECKO20 8MEUlamensCcmea Ui npyu Hamduu CUMNMOMO8 6HYMPUUEPEeNHO20
KpogomeyeHuss mpebyemcs maxdce UH@y3us UMMYHOIOOVIUHA U MPAHCPHY3Us MpoMOOYUMOs.
Tpancgysus xonyenmpama mpomOOYUMO8 GO3MONCHA MOAbKO NO GUMANLHbIM NOKA3ZAHUAM, U
MONbKO 8 OONOIHeHUe K uMmyHocynpeccusHnol mepanuu. Eciu senenus UTII coxpansaromes bonee
3-4 mecayes, mo 6epOSMHOCIb CAMOCMOAMENLHO20 8bl300POGIEHUSL YPe368blUaliHo HU3KA. B makux
cayuasx npu  chudxcenuu  ypoeus mpomboyumos Hudice 10.000-20.000 6 mkar credyem
paccmampusams 80npoc o ulnoHeHuu cnaenskmomuu. Ipubrusumenvrno 6 50% ciyuaes nocne
cnaenskmomuu pazeusaemcst cmotikas pemuccus [10, 11, 15].

Ilpu  mpomboyumonamusx npoOSHOZUPOBAMb  PUCK — pA3BUMUS  KPOBOMEUEHUU  NO
A6CONOMHOMY YUCTY MPOMOOYUMOB He NPeOCMABIAemcs 603MONMCHbIM. B ciyuasx, koeda umeemcs
CYWecmeeHnblll  PUCK — pa3eumus — Kpogomeuenuti, —mpebyemcsi  mpanc@ysus  OOHOPCKUX
mpomboyumos. [[na  oyenku ohgexmuenocmu  jevenus NPOBOOUMCS  AHATU3  QYHKYUU
MpoMOOYUMOo8 Uiy 8vinoHAemcs mpomboanacmoepagus. Hapywenue ¢ynkyuu mpomodooyumos
pazsusaemcs npu eunomepmuu (<35°C) u ayudose (PH<T7,2), nosmomy neperusams OOHOpCKuUe
mpomboyumsl  nayuexnmy, umeowemy eunomepmuto ulunu ayudos, He umeem cmvicia 6Oe3

koppexyuu smux Hapyuwenuu [10, 11, 15].

AnTHdochounuIHbIA CHHAPOM
Pexomenganus 44.
Bonbhbie ¢ goctoBepHbiM ADC U TpoMOO3aMHU JIOJDKHBI JUTUTEIBHO (MOXKH3HEHHO) MOIYYaTh
AQHTUTPOMOOTHYECKYIO Tepanuio (YpOBeHb YOeIUTeIbHOCTH pekoMeHmamuii |, ypoBeHb
AocToBepHOCTH NoKa3arennbeTs — C) [12, 13, 104].

Pexomenganus 45.



PexomennoBano OonbHBIM ¢ onpeaenéHHbIM A®C W MepBbIM BEHO3HBIM TPOMOO30M
Ha3HauyeHue anrtaronuctoB ButamuHa K (ABK) ¢ meneBsiM 3HaueHHEM MEXIYHAPOIHOTO
HopManm3oBanHoro otHomeHus (MHO) B mnpemenax 2,0-3,0 (ypoBeHb y0eIuTeIbHOCTH
pexoMeHnianuii |, ypoBeHb 10cTOBepHOCTH T0Ka3aTe beTB — B) [12, 13, 104].

Pexomennanus 46.

[TammenTsr ¢ ompenenénasiM ADC u apTepuanbHBIMH TPOMOO3aMH JOJDKHBI TOJTYYaTh
BapdapuH ¢ neneBbiM 3HadeHHeM MHO > 3,0 uinm KoMOMHUPOBATH C HU3KUMH J103aMH aCIIUPHHA
(MHO 2,0-3,0) (ypoBeHb y0eIuTeJILHOCTH peKoMeHAanmii |, ypoBeHb J10CTOBEpPHOCTH
nokazarenberB — C) [12, 13, 104].

Pexomennganus 47.

BonbHBIM ¢ OmHUM cilydaeM BEHO3HOTO Tpomboza ¢ mpodunem adJl Hu3KOro pucka u
U3BECTHBIMH TNPEXOSIMMH  (AKTOPAMH pPUCKA AHTUKOATYJISIHTHAsl TEpamusi MOXET OBITh
JMMUTHPOBAHA B mpesenax 3-6 mecsies (YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii |, ypoBeHb
naocToBepHoOCcTH AoKa3aTeabeTB — C) [12, 13, 104].

Pexomennamus 48.

Bcem nocutensim adJl pekomeH0BaHa TPOMOOTIPOHIIAKTHKA B CUTYallUsX BBICOKOTO PUCKA
TpomM0O3a, TaKMX KaK XHUPYPTHUYECKHe BMEIIATEeNLCTBA, [UIMTENbHAs HMMMOOWIM3ALUS |
HOCJIEPOIOBEIN Tieprol (YpoBeHb yOeANTEIbHOCTH peKoMeHaanuii |, ypoBeHb 10CTOBEPHOCTH
nokaszareiabers — C) [12, 13, 104].

Pexomengamus 49.

[MTarmentam ¢ KA®C pekoMeHIOBaHO HCIOJIb30BaHUE HEPPAKIMOHUPOBAHHOTO MU
HU3KOMOJICKYJIIDHOTO ~ TelmapuHa B TEPaleBTHUECKUX  J103aX B KOMOMHAIMU  C
[IIIOKOKOPTUKOCTeporamMu. [lociie  KynupoBaHUsi OCTpOi  (ha3bl HEOOXOAMMO IMPOJIOJIKHTH
AHTUKOATYJISTHTHYIO TEPAIUI0 MOXHM3HEHHO Uil MPOQUIAKTHKH peluanBa Tpom0o03a (ypoBeHb
yoenuTeIbHOCTH peKkoMeHaanmii |, ypoBeHb JocToBepHOCTH J0Ka3aTeabeTB — C) [14, 104].

Pexomennanus 50.

[Ipu oTCyTCTBHMM OTBETa Ha BHINICTICPEUUCICHHYIO TEPANHIO PEKOMEHIYETCS TOIKIIOUCHHE
mia3MaoOMeHa ¢ 3aMeIICHHEM CBEXE3aMOpPOXKCHHOW IUIa3Moil B KOMOWHaIMU ¢ B/B uH(py3uei

YCJIIOBCYCCKOI'0O I/IMMYHOFJ'IO6YJ'II/IH3.. HpI/I OTCYTCTBHM OTBC€Ta - BBCIACHUC BKYJ'II/ISYMa6a
(MOHOKJ'IOHaJ'H)HBIe AHTUTCJIa TIIPOTUB oenka C5 KOMIIOHEHTA KOMHJ'ICMGHTa) (ypOBeHL

yoenureabHocTH pekoMenaanuii 11a, yposenb 1octoBepHocTu noka3zatennscts — C) [14, 104].

I'emoduiusst A u B

Pexomenganus 51.



[Manmentam ¢ remodmimeld HeoOXonuMma aJeKBaTHas 3aMECTUTENbHAs Tepanusi B
HEePUOTICPALIMOHHOM ~ Mepuojie  (C  JOCTH)KCHHMEM  LIeJIeBOM  KOHICHTpauuu (Qakropa
HPOJOJDKUTEIIHOCTH €r0 LMPKYJSIIMM B KPOBOTOKE) JUIsi OOECIEYeHHs TrapaHTHPOBaHHOW
Oe3omacHOCTH onepali (YpoBeHb YOeHTeIbHOCTH peKoMeHaanuii |, ypoBeHb 10CTOBEpHOCTH
nokazareabcerB — C) [69].

Pexomengamus 52.

[Tarmentam ¢ remodmiueit aJis 3aMECTUTENILHON Tepanuy B TEPUOTICPAIIIOHHOM TIEPHOIE
PEKOMEHAYIOTCS WIM PEKOMOWHAHTHBIE MpenapaThl MM KOHIEHTPATHI, MOJYyYEHHBIE U3 IUIA3MBI
(ypoBeHb yOenureabHOCTH pexkomeHaanuii |, ypoBeHb 1ocToBepHOCTH A0Ka3ateibeTB — C)
[69].

Pexomenganus 53.

VYV mnaumeHToB ¢ UHruOMTOpHOH (opMoi reMopuiIMKM PEKOMEHAYETCs HCIOJIb30BaTh
AKTUBHPOBAHHBIA MPOTPOMOMHOBBIA KOMIUIEKC (QHTHMHTHOMTOPHBIA KOArYJSITHBIA KOMILIEKC
®ENBA) wm axtusupoBanmbiii  daktop VIl cBepreiBanms  (3mrakor-anbha) (ypoBeHb
yoenuTeabHocTH pexomenaanuii |la, ypoBeHb 1ocToBepHocTH noKa3zaTeabeTB — C) [69].

Pexomenpanus 54.

[Ipenmnaraercss UCMONB30BaTh y MAIEHTOB C IeMOQHWINEH B MEPHONEPAIMOHHOM IEPHO/IE
JECMOTIPECCHH U aHTH(PHUOPUHOIUTHYECKHE MTPErapaThl B KAUEeCTBE T€MOCTATUYECKHUX aIbIOBAHTOB
(ypoBenn yoenutesibHOCTH pekoMenaanuii |la, yposeHnb nocroBepHocTH qoKka3aresbeTB — C)
[69].

Kommenmapuu. Llenesou yposenv akmusHocmu oepuyumusix (hakmopos ceepmuvleaHusi npu
eemoghunuu A unu B, komopuwlil He06X00UMO 00CMUYb 8 NEPUONEPAYUOHHOM Nepuooe, NPeoCcmaesieH
6 maonuye 3 [11, 15].

Tabnuya 3

Lenesotl yposenvb axmusHocmu 0euyummuslx paxmopos ceepmuiéanis npu 2emopuauu 8

nepuonepayuoHHoM nepuooe

HUnmpaonepayuonnas
Obvem onepamuéno2o
aKmMUeHOCMb Cpoxku neuenus
emeuamenbcmea
gaxmopa
Duoockonus ¢ buoncuetl,
apmpockonust, GUONCUsL KONCU U
30-60% 3-4 ons
MONOUHOU Jicene3bl, TUMPAMUUECKux
V3108, CMOMAMOJI02Usl
To oice + 3nauumenvroe namaxceHue
60% 3-4 Ous
mKauetl no IuHUU paspesd




Ipu naoesxxcrnom xupypeuueckom
AbO0omunanvHas xupypeus, opmoneous, 2emocmase - NOCMeneHHoe
80-150%
KapOuoXupypeus, Heupoxupypeus CHUJICEHUe KOHYeHmpayuu

¢axmopa ¢ 4-5 ous

To orce + 3uayumenvroe Hamsoicerue

mKauetl no TUHUU paspesa; Jlo 10 owneii} peoxo — 0o 6
onepayuu Ha MblUYax, Y4acmeyouux 6 150% nedenwv (akmugrnocmo ghakmopa
no00epICcqHUL NO3bL; OobULLE 50-60%)

opmoneduuecmze emeuiamenlbcmea

Hacneocmeennotit oepuyum ¢paxmopa V. pemogunua A [16, 17, 105]. Ilepeo

nposederuem 1100020 0OUWUPHO2O XUPYPIULEeCKO20 eMeuiamensemea nayuenmy \c eemogunuei A

Heobxo00umo noousme yposenv gaxmopa VIl 0o beszonacnoco 3nauenus. Manvie xupypeuueckue
emewiamenvbcmaa, exmodas yoaienue 3y006 - 60-100%. Bsooums kadxcovie 24 yaca (om 12 0o 24 u
o nayuenmos maaoute 6 nem) ne menee 1 Oous 0o docmudicenusi vl30opoenenusi. Boavuuue
xupypeuueckue emewamenscmaa - 80-100% (0o u nocne onepayuu). Bsooums kasicovie 8-24 uaca
(om 6 00 24 u ona nayuenmos maadwe 6 em) 00 OCMUICEHUsT ADCKEAMHOLO 3ANCUBLEHUSL PAHDbL,
3amem npooodHCamy jeyeHue euje He menee 1 Onell, noddepaicusas akmuernocmo gpaxkmopa VIl 6
npedenax om 30 % 0o 60 % (ME/on).

Dopmyna pacuema 0o3vl npenapama:.
mpebyemas 0o3a (ME) = macca mena (k2) x neooxooumuwiii % yseruuenust pakmopa VIl x 0,5.

Y oemeii nepuoo nonyacuzuu paxmopa VI cocmasnsem ececo auwv 6 uacos, umo
Ouxkmyem HeobXooumocms 0Oojlee Yacmvlx e20 uH@ysull u 6olee NJIOMHO20 1AOOPAMOPHOZO
KOHmMpOJiA ux agpexmuernocmu. [[na onpedenenust d¢hgexmusHocmu 3amecmumenbHol mepanui,
0J151 N00OOPA ONMUMATILHOU 003bl U UHMEPBANA MENHCOY UHPYZUAMU HEOOXOOUMO KOHMPOIUPOBANb
nuKosvle u Huzwue 3navenuss akmusnocmu gpaxkmopa VI,

Hacneocmeennovtii oepuuyum ¢paxmopa 1X: zemogunua B [16, 17, 105]. Ocnosneie
peKomMeHoayuu no nepuonepayuoHHOMYy 6e0eHUulr0 nayueHmos c¢ cemouiued B ananocuunv
MakogviM Onsi nayuenmos c eemouiuei A. [J[na nevyenus HeOONbUIUX KPOBOMEYEHUl U
npogunaxmuxu ona 8bINOIHEHUS] HeOONbLUIUX emeuamenbcme UCNONL3VIOMCA
pexombunanmuulel ouuwennvle npenapamol paxmopa | X unu IX-konyenmpamor npompomouno6020
komnnexca (KIIK). Taxoice, kax u ons xoppexyuu deguyuma paxmopa VI npu cemodpunuu A,
ouuwennvlll KoHyenmpam gaxkmopa X 6sooumcs na npomsdxiceHuu HeCcKOIbKUX Owneu. M3-3a

abcopbyuu KonnazeHom socnonnerue depuyuma paxmopa |X npoucxooum



npubnuzumenvro 8 08a paza meoaenuee, uem VI, nosmomy odoza npenapamoe ¢axmopa 1X
ooaicHa bvims osoe boavuie, yuem VI,

besonacnviii yposenv axmopa npu maneix OnepamusHuIX EMeulamenbcmeax, 6KIoUas
yoanenue 3yoa - 30-60%. Beooums kascovie 24 uaca (munumym 1 0env) 00 norno2o 3adxcusienus
panvi. Ilpu obwupnvix xupypeuueckux emewamenvcmeax - 80-100% (0o u nocne onepayuu).
Ilosmopsime  ungyszuro Kadxcovie 8-24 uaca 00 3ajxcugieHus pamvl, NOCle UYee0 MmMepanur
nPOOOICUMb 8 MeyeHUue MUHUMYM T OHell, noddepacusas akmusnocms gaxkmopa |X na yposne 30-
60 %.

Dopmyna paciema 003vl npenapama:.
Heobxooumas 0oza = macca mena (k) x omcenaemoe nosvlerue yposus paxmopa IX (%) x 1,2.

Huzuoumopnote gpopmot cemopunuu [106, 107]. s obecneuwenus cemocmasa 601oHbIM ¢
UHUOUMOPOM K (haKmopam ceepmuvl8anusl UCNOIb3YIOMC Npenapamol "UyHmoeo2o cemocmasa’
AKMUBUPOBAHHBLIL NPOMPOMOUHOBbILL KoMNIeKe unu akmusuposannwiti paxmop VIl ceepmuvieanus
(ommaxoe-anvgha). Ilocneonuu npu uneubumopHou cemoguauu A 0 obecneueHuss 2eMocmasa npu
ONEPAMUBHBIX BMEULAMETbCMEAX pekomenoyemcs: 6600ums eHympusenno 6 0ose 90-200 mxelke
kaxcovle 2-3 wuaca. [lwumenvHocmv mepanuu onpeoensiemcs Xapakmepom  OnepamueHOO
eMeuamenbCmea U mevyeHuemM nocieonepayuoHno2o nepuood. Bosmoocno esedenue npenapama 6

8UOe NOCMOSHHOU UHDY3UU.

Bboae3sns BuiieOpanga

Pexomenpanus 55.

[Manentam ¢ Gone3Hplo BuiieOpaHna peKOMEHIyeTcsl JeCMOIIPECCUH B KayeCTBE TepaIriu
NEepBOM JIMHUM NPH HEOOIIMPHBIX KPOBOTEUEHHsIX W omepauusix. CTaHgapTHas 103a mpernapara
coctagisiet 0,3 Mr/kr B/B ¢ MOBTOPHBIM BBeleHHEM Kaxbie 12-24 4. (ypoBeHb y0eIUTEIbHOCTH
pexomMenaanuii |, ypoBens 1ocroBepuocTn qoka3areabcTs — C) [69].

Pexomennanus 56.

Pexomengyercs 3amemenue dakropa Bumiebpanma mpemapatamu, MOJy4eHHBIMH M3
IasMbl [pA  OOIIUPHBIX KPOBOTEUEHHSAX M  omepanusx (ypoBeHb y0eIUTEIbHOCTH
pexomenaaunuii |, ypoBenn 1ocroBepuoctu qokazareibers — C) [69].

Pexomenaanus 57.

[pennaraercst CIIONB30BaTh y MAMEHTOB C O0JIe3HBIO BriuieOpanaa B nepuonepannoHHOM
Nepuoac aHTI/I(bI/I6pI/IHOJ'II/ITI/I‘{eCKI/I€ npernaparbl B Ka4€CTBC I'CMOCTATHYCCKUX a/IbIOBAHTOB
(ypoBeHb yoenuTeabHOCTH pexomMenaamuii |1a, ypoBeHb 1ocToBepHOCTH T0Ka3aTeabcTB — C)
[69].

Pexomenmganusa 58.



Tpancdys3usi TPOMOOIIMTOB MOXET OBITH KCIIOJNB30BaHA Y MAIMEHTOB C OOJIE3HBIO
Bunnebpanma Tonbko B ciydae HEI(PPEKTUBHOCTH APYrHX METOA0B Tepanuu (YypOBEHb
yoenuTeabHOCTH pekoMeHaammii lla, ypoBeHb xocroBepHocTn aokazareiabcrs — C) [69].

Kommenmapuu. I1ooxoow! k sedenuto nayuenmog ¢ BB onpedenaiomea ee munom u
CMeneHvlo maxcecmu, a maxdxce 6UOOM, CPOYHOCMbIO U JOKAIU3AYUell XUPYPISU4ecKoeo
emewamenvcmea. OcHOB0U obecneyeHuss 2emMocmasza Nnpu ONepamusHblX BMeuamenbcmeax y
nayuenmos c¢ Oonesnvio Bunnebpanoa sasensemcs 3amecmumenvHas 2eMOCMAmMuyecKkas mepanust
npenapamamu axmopa VI ceepmuvisanus ¢ evicokum coodepoicanuem paxkmopa Bunnebpanoa.
Pexomenoyeman nauanvrnas o0osa (ona evipasicaemes 6 ME ¢paxmopa Bunnebpanoa u ¢paxmopa
VI ona npogurakmuxu u neuenus xupypeuueckux kposomeuenuti cocmasnsiem 40-75 ME/ke
sHympusenno, noodepacusaiowas 003a — 40-60 ME[ke rascovie 8-12 uacos. [locrne ocmanosxku
KpogomeueHus 00CMAmoyHO 00HO20 68e0eHUs NPeNnapama 8 CYmKu, Mmaxk KaK nepuoo NOIYHCUSHU
komniexca VII-®@B y nayuenmos ¢ BB cocmasnsiem 24-26 uacos [18, 108].

Ilpu omcymcmeuu upyCUHAKMUBUPOBAHHO20 KOHYEHMPAMa, cooepicauje2o @axmop
Bunnebpanoa 603modcho ucnonv3oganue KpUOnpeyunumama, co0eprcauje2o KOHYeHmpupo8aHHblil
guopunocen, @B, gaxmopevr VI u XIll. Cpasy nocne 6sedenuss on evizvieaem ymeHvuieHue
8pemeHu ceepmuléanus Kposu. Jloza noobupaemcs smnupudecku. Y nayuenmos ¢ mscenou bB 1
unu 3 muna Heobxooumo oobusamvcs nosviwenus ypostus gaxkmopa VI 0o 50-70% nepeo
sbinoIHeHuem boavuux onepamushvlx emeuamenvcmes u 0o 30-50% — nepeo svinonnenuem manvix
[18, 108].

Dhpexmusnvim  cemocmamuyeckum cpedcmeom npu 6onesnu Bunnebpanoa saensemcs
0eCMONnpeccuH. Hecmonpeccun npeocmasisem coboti cunmemuyecKull aumanoe
AHMUOUYPEMUUECKO20 20PMOHA — BA30NPECCUHA, NPU 6HYMPUBEHHOM 86€0€HUU OH CIMUMYIUPYem
8vic60002cOenue DB u3 5HOOMENUANbHBIX KIEMOK U 6bl3bl8aem MCHOBEHHOE NOBbIULEHUE YDOBHS
@B u axmuenocmu ¢axkmopa VI 6 niasme. dmo nosviuwaem @ynkyuonanvHvie cnocobHocmu
mMpomMOOYUMo8 U yMeHblaem 6pems C8epmuvléanus Kpoeu. DgdexmusHocms nedueHus 6one3Hu
Bunnebpanoa ¢ nomowwto oecmonpeccuna 3agucum om muna sabonesanus. Haunyuweeo sgpgpexma
yoaemcsi 0ocmuyb npu nevenuu BB 1 muna: npoucxooum ymenvuienue epemenu KposomeveHus u
nosviuerue ypoeus @B u gpakmopa V. Dpgexmusnocme mepanuu BB 2 muna 2opazoo menvuie,
a nayuenmol ¢ BB 3 muna 600dwe nukax ne peazupyrom na éeedenue 0eCMOnpeccuna, mak Kax 6
OCHOBe ux 6onesHu nedxcum cHudxceHue 3anacoé ®B 6 sndomenuanvuvix knemxax. Haodexcnozo
eemocmasa npu paseumuu Kposomeuenui Ha Gone BB 3 muna moodcno oodbumvca nuuib ¢
nomowwto npenapamos OB u gpaxmopa V. [lecmonpeccun nasnauaemcs enympugento 6 doze 0,3
mrelke. Ipenapam credyem pazsecmu ¢ 30-50 mn ¢usuonoeuveckoeo pacmeopa u 6600umv 6

mey4yernue 10-20 MURYNI, ymoowl uzbescams paseumus HeodlcenamelbHblX
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