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CUCTEMA TEMOCTAZA U EE PETYASLIUS
NP HAPYLUEHNN OYHKUMOHAABHOU
CNOCOBHOCTU NOYEK

Pesrome. oy PABAMYHBIX HOPYLLEHMSIX YHKLUMOHMPOBAHMS NoYeK HABAIOAQETCST USMEeHEeHWe CUCTeMbl reMo-
CTQ3Q, YTO MOXKET MPOSIBASITECS B BUAE TPOMOO30B UAM KPOBOTEYEHUN. B 9TWX MPOLECCAX MOUHUMQIOT y4aCT1e
SHAOTEAULT COCYAOB, TDOMOOLIMTBI, MAQ3MEHHbIE BEAKU CUCTEM CBEPThIBAHUST U MOOTUBOCBEPLTLIBAHWMSI. AAST KOP-
PeKUMM HaPYLUEHW reMOCTA3Q Y YPeMnYeCKyX MNALUMEHTOB Moy MNepKOQryAsiLm MoMEHSIETCST AHTUTOOMOOTH-
Yeckasi reparns (QHTUKOQTYASIHTbI, QHTUQAMPEraHTkL), A My KDOBOTEYEHMSIX — AECMOMPECCUH, KPUOMPEeLUMUTAT,
KOHBIOTMPOBAHHBIE SCTPOrEHb!, PEKOMOUHAHTHBIV SPUTDOMOSTUH YEAOBEKQ, TOAHCQY3USsT SPUTPOLMTOB. PeKo-
MEHAYETCS1 QATOPUTM MCCAEAOBQAHMSI CUCTEMbI FeMOCTA3Q, MU MCMOAb30BAHMM KOTOPOIro BO3MOXKHO QAEKBATHO
HQ3HQYUTL TEPArO B 3QBUCUMOCTY OT TOOMOOIMOOANYECKUX UAY FEMOPPATNYECKUX OCAOXKHEHUN.

KAaroyeBbie CcAOBQ: reMOCTA3, HOpPYLUEHWEe GYHKLMM MoYeK, TOOMOOLMTLI, KOQryASIUMOHHBIM KACKQA, QHTUKOQTY-
ASIHTbI, QHTUQIMPErQHTbI, TEPAMNUS YOEMNYECKMX KDOBOTEYEHNM, AHTUTDOMOOTUHECKAS TePArus Y YPeMnYeCKnx
MALUNEHTOB, QATOPUTM MCCAEAOBQAHUST CUCTEMbI FeMOCTA3A.

Hecmotpst Ha pocTikeHUsT HePOAOTrUU MOCISAHUX
JIET, TIpo0sieMa CTabMIM3alvK WU 3aMeIJIEHUsT TTPOrpec-
CHpOBaHMs 3a00JIeBaHMIA TIOYEK OCTAeTCs IO KOHIIA He
pemieHHOU. 1o COBpeMEHHBIM CTAaTUCTUUCCKUM MEIM-
IWHCKUM JaHHBIM, 3a00JIeBaHUS TTOYCK BCTPEUAIOTCS Y
7—10 % B3pocCiIOro HacejaeHUsl BO MHOTHMX CTpaHAX MUpa
¥ COTIPOBOXKIAIOTCST BBICOKOM MHBATMAHOCTHIO. Kak 13-
BECTHO, TIOYKH BBITIOJHSIOT Pa3IMuHble (DYHKIIMHU B Op-
TaHU3ME 4YeJIOBeKa, OCHOBHBIMM M3 KOTOPBIX SIBIISIIOTCS
9KCKpeTOpHasl (BBIBEACHUE U3 OPraHU3Ma BHEKIJICTOUHOM
JKUIKOCTU, KOHEYHBIX MPOMYKTOB MeTaboIM3Ma, B TOM
Yyucie JeKapcTBeHHbIX npernapaTos (JII1)), muHkpeTopHast
(cuHTE3 OMOJIOTMYECKM aKTUBHbBIX BEILLECTB U (pepMeH-
TOB), TOMeocTaTuyecKasl (ITOCTOSTHCTBO OCMOTUYECKOTO
JaBJIEHUsT, 00beMa XUIKOCTEel, X MIOHHOTO COCTaBa, yia-
JIEHUE OpraHMIeCKUX KMCJIOT, HeMTpan3arys MIOHOB BO-
JIOpOIIa, PETYJISLNS BBIICICHUS THAPOKApOOHATa 1 1Ip. ).

B mHacrosmiee BpemsI ITOyYeHBI SKCIIEPUMEHTATb-
HBbIE ¥ KIMHWYECKUE HaHHBIC, KOTOPHIC ITOKA3BIBAIOT,
YTO OJHMM M3 BaXXKHBIX MEXaHU3MOB IIaTOreHe3a IIPHU
(YHKIIMOHMPOBAHUU TIOUYEK MOTYT OBITh HapyIIeHUs B
CHCTEeME CBepThIBaHUSI KPOBU (TeMOCTa3a) Kak MECTHO B
MOoYKax, Tak 1 ¢ 3aXBaTOM MUKPOLIMPKYJISITOPHOIO pycia

npyrux opraHoB. HamOosee BbIpaXeHHbIE MU3MEHEHMUSI
B CHCTEME IeMocTa3a Mpu HapylmeHUu (GyHKIIMOHATb-
HOM CITOCOOHOCTM TOYEeK OTMEYAlOTCsS MPU CMellaH-
HOIl (popme xpoHuyeckoro riaomepysoHedputa (I'H),
Hedpornueckom cunapome (HC), remopparnmueckoit
JINXOPAJKe C TIOYEUHBIM CUHAPOMOM, TeMaTypuIecKOM
BapuaHTe XpoHU4YecKoro Hedpura, HedporaTtum Gepe-
MEHHBIX, BOTYAaHOYHOM He(puTe, TUIIOUIHOM Hedpose,
OoCTpOM IioMepysinoHedpure. Jloka3aHo, 4TO HapyllIeHHe
CHCTEMbl TEMOCTa3a SIBJISIETCS] OIHUM M3 OCHOBHBIX Ta-
TOJIOTMYECKUX SIBJICHUI, COMYTCTBYIOILIMX XPOHUYECKOMN
oone3nu moyek (XBIT) [1]. BaxHoii 3amaueit Ha JaHHBIN
MOMEHT ISl CIIEHMUAJIMCTOB B O0JIACTH HE(QPOJIOTUU U
YPOJIOTHH, & TAKXKE Bpayeid Ipyrux CreraabHOCTeN SB-
JIIeTCsT TIOHMMaHue (QYHKIIMOHWPOBAHUST CUCTEMBI Te-
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Aekuii / Lecture

MOCTa3a B HOPMe, IIPY Pa3IMYHbIX 3a00JIEBAHUSIX TIOYEK
M KOppeKUMs faHHoi natoyoruu JITT.

Cucrema remocraza — OWoOJIOrMYecKasl CUCTeMa,
obecrieunBalolas, ¢ OTHOW CTOPOHBI, COXpaHEHUeE
KPOBM B KPOBEHOCHOM pyCJie B XHUIKOM arperaTHOM
COCTOSIHWM, a C APYroil — OCTAaHOBKY KPOBOTECUEHWUSI
1 TIpeOTBpallieHe KPOBOIIOTEPU TPU TOBPEXICHUN
KPOBEHOCHBIX COCYIOB [2].

CocTaBIISIIOLIME CUCTEMY TeMOCTa3a KOMIIOHEHTHI YC-
JIOBHO pa3esIsTioT Ha MOpQoiornueckue 1 (yHKIIMOHAIb-
Hble. K Mopdonornueckum 3ieMeHTaM OTHOCSITCSI COCYIU-
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PucyHok 2. Cxema akTuBauum TpomMo60oLNTOB
¥ ux B3aumoericteue ¢ KossiareHoM 3HAO0TeNns

CTasi CTeHKa, TPOMOOLIMTHI U KJIETOUHbIE 2JIEMEHThI KPOBU,
TUTa3MEHHbIE KOMITOHEHTHI (O€IKU, MENTUIbI, LIMTOKUHBI,
TOPMOHBI), KOCTHBIII MO3T, TIeueHb U cejle3eHKa (B HUX
CUHTE3UPYIOTCS U Ty IMPYIOTCSI TPOMOOLIMTHI 1 TIa3MEH-
HbIe KOMIIOHEHTBI CICTEMBI TeMOcTa3a). OyHKIMOHAJIbHbIE
KOMIIOHEHTBI CHUCTEMBI T€MOCTa3a COCTABJISIIOT TPOKOAry-
JITHTBI, aHTUKOATYJITHTHI, TIPOQUOPUHOIUTUKYI, MHTUOW-
TOpbl (pUOPUHONIM3a. AKTUBHOCTh Pa3HBIX KOMITOHEHTOB
CHICTeMBI TeMOCTa3a MOXKET U3MEHSIThCS B IIPOKUX Mpeie-
JlaX U3-32 TeHETUIECKUX OCOOCHHOCTE! MJIM BHEIIIHUX BO3-
JeiicTBri Ha opraHu3mM. CoxpaHeHue 0011eil aKTUBHOCTU
reMocTaza B (bM3MOJOTMYECKUX TIpeaesax OIpenessieTcs
Kak Toafep:KaHue remocraTuyeckoro OamaHca (puc. 1).
ITpu cMemeHn remoctaTuyeckoro 6aaaHca 3a paMKu pu-
3MOJIOTUYECKMX HOPM BO3HMKAIOT YCIIOBMS JIJISI Pa3BUTHST
MaTOJIOTMUECKUX KPOBOTCUSHMIA T TPOMOO30B.

Cucrema remocTtasa BKJIIOYaeT TPU dTara.

1. CocymucTo-TpoMOOIMTAPHBI (MHKPOLIMPKYJISATOP-
HbIil). B HOpMe remocTas MHULIMUPYETCS JIIOOBIM TI0-
BPEXKICHUEM COCYONCTOM CTeHKHU, B IEPBYIO OYEpEIb
COCYIMCTOTO SHIOTE/INS, BCICACTBUE YETO CTAHOBUTCS
BO3MOXKHBIM B3aMMOICHCTBUE TPOMOOLIMTOB TeKYILEH
KPOBU C CYOIHIOTEIMATbHBIMU CTPYKTYpaMu, COAEP-
JKaIllMMM KOJIJIareH, 4YTo MPUBOAUT K aKTUBALIMU TPOM-
0oLUTOB ¢ 0Opa3oBaHMEM IMEPBUYHOI TPOMOOLIMTAp-
HOW Mpobku (puc. 2).

2. Koaryasuonnslii (MJ1a3MeHHbI, MAaKpPOUMPKY-
naropublit). C Ipyroii CTOPOHBI, aKTMBUPYETCST TaK-
K€ TIIa3MEHHBIM MeXaHW3M KOoaryJIsiliiuu B pe3yJibTaTe
MOMafaHusT B KPOBOTOK TKAHEBOTO TPOMOOTUIACTMHA
(BHEITHUIT MEXaHU3M KOATyJIsSIINi) U3 TTOBPEKICHHBIX
TKAHEW, TaK U KOHTAKTa C U3MEHEHHOW COCYIMCTOU
crenkoii XII ¢paktopa cBepThiBaHUS — (pakTOpa Xare-
MaHa (BHYTPEHHUI MeXaHU3M Koaryysiiuu) (puc. 3).

CrnenctBueM aKTUMBALMM IUIA3MEHHOIO KackKajia
KOaryjsiliuy siBsieTcsl o0pa3oBaHUe KIHOYEBOIro (ep-
MEHTa TeMocTa3a — TpoMOuHa. Ha 3akiounTtebHOM
aTafe CBEePThIBAHWS KPOBU MOCJIEIHUIA Tpeodpasyer
(uobpuHoreH B pudpuH n aktuBupyet XIII dbakrop —
(prOpUHCTAOUIM3UPYIOLIMIA, YeM 3aBepllaeT MpPoIEece
oOpazoBaHMsI TpoMOa.

3. ®uopunom3. OuOpMHOIMTIUECKAS CCTEMa TeHe-
pupyeT 1a3mMuH ((puOpMHOMM3UH) TIyTEM BO3ACUCTBUS
TKAaHEBOTO aKTMBATOpa IIAa3MMHOTCHA HAa HEAKTUBHBIA
depment. Bo Bpems I ¢asbl pepMeHTHI (JTM30KMHA3bI),
KOTOpPbIC MOCTYIAIOT B KPOBb, IIPUBOIST MPOAKTUBATOP
IUIa3MUHOI€HAa B aKTMBHOE COCTOSIHME. DTa peakilus
OCYIIIECTBJISIETCSl B pe3y/IbTaTe OTIICIUIEHUSI OT ITpOoak-
TUBaTopa psga amuHokucaoT. Il ¢aza — 310 mpespa-
1IeHue T1a3MuHoreHa B rasMuH. B xone 111 ¢a3br mon
BJIMSTHUAEM TUIa3MUHA (PacTBOPSIET CIYCTOK (huOpUHa, He
JIOITycKasi pacipocTpaHeHus1 TPOMOO0Opa30BaHUsI) TPO-
WCXOIUT paclieruieHne (pudbprHa 10 MOIUIENTHAOB. DTH
KOMTIOHEHTHI TIOJIyJMJIM Ha3BaHME TIPOMYKTOB Jerpaaa-
ouu ¢udbpuHa/pudpuHOoreHa (puc. 4). OHM 001amaroT
BBIPAXKCHHBIM aHTUKOATYJITHTHBIM EHCTBHEM, a TaKXKe
MHTUOUPYIOT TPOMOUH M TOPMO3SIT IIPOLIECC 00Pa30BaHUS
MPOTPOMOMHA3BI, MOAABJISIOT MPOLIECC MOIMMEPU3ALIAN
¢ubpuHa, aare3uio M arperauio TpPOMOOLIMTOB, YCUITN-
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BalOT JCICTBYE OpaIuKMHUHA, TUCTAMMHA, aHTUOTCH3HU-
Ha Ha COCYIMCTYIO CTEHKY, YTO CIIOCOOCTBYET BHIOPOCY U3
SHJIOTEJTUST COCYIOB aKTUBATOPOB (PUOPUHOIN3A.

TakuM 006pa3oM, OCYIIECTBIEHUE HOPMAJbHOIO
reMocTasa TpeOyeT yJacTust TPOMOOIMTAPHOTO U T1J1a3-
MEHHOI'O 3BEHBLEB CBEPTHIBAIOILIEH CHCTEMbI, a TAKXKe
(bUOPUHOIUTUYECKOM CUCTEMBI.

CoBpeMeHHblIe NMPeACTOBAEHUS
O CUCTeMe CBepPTbIBOHUS KPOBU

Jo xonua 80-x romoB XX Beka B aKTMBAIlMU CBEp-
THIBAHUSI KPOBU BBIICJISUIA JIBA ITyTH: BHELIHWIA, WHM-
LIMaTOPOM KOTOPOTIO sIBJIsieTcsl TKaHeBoil hakrop (TD),

BHELWHAA MaxaHIn By TR A A0

B
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PucyHok 3. Knaccu4eckasi cxema njia3ameHHOro
KoarynsiuMOHHOIro reMocrasa

TkaHeBoOW akTUBaTOp
I'Il'Ia3MI/IHOFEHa (t-PA)

w‘—:‘amwuoreu

WUHrnbuTops! amuBaTopos
nna3muHoreHa 1 u 2 (PAI-1 u PAI-2)

dakTopsl Xla, Xlla
KaJ‘IJ‘IVIerVIH
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\ Q,-aHTUNNasMnH

a,-MakpornobynuH

YpokuHasa (uPA)

PubpuH 3< TMpoayKThl gerpagaunm
T c¢pnbpunHal/cpnbprHOreHa

TPOMBUH —Pp  ViHruGuTOp huBpuHonMaa

PucyHok 4. Cxema ¢pubpunHonunsa (pacwensieHme
¢pubpuHa noa aericTBuem rnia3smmHa)

Xla
1Xa

Vil ——eVilla J

PucyHok 5. CoBpeMeHHasi cxema peakuunm
cBepTbIBaHUS KPOBU

colepXalluiicsi B CTEHKE cocylda, M BHYTPEHHMI, Bce
KOMITOHEHTbI KOTOPOro MPUCYTCTBYIOT B TUIa3Me, a UHU-
IIMaTOPOM SIBJISIETCSI KOHTAKTHasl akTuBaius akropa
XII. D10 meneHue COOTBETCTBOBAIO JAHHBIM O BJIMS-
HUM JedUlMTa TOro Wik MHOTO (haKTopa CBEPTHIBAHUS
Ha CKOpOCTh 00pa3oBaHus (puOpWHA B OMHOM M3 IBYX
CKPUHMHTOBBIX TECTOB — aKTUBMPOBAHHOM YaCTUYHOM
TpomborutacTiHoBoM BpeMeHu (AYTB) vu mpotpom6Ou-
HoBoM BpeMeHM (I1B). OcHOBHBIM HEIOCTATKOM TaKOTO
JIEJICHUS SIBJISUIOCH TO, UTO OHO HE TIO3BOJISLIO OOBSICHUTD,
noueMy nepuiuT akTopa XII He cBsI3aH ¢ MOBBIIIIEHHOI
KPOBOTOUYMBOCTHIO, a NIE(PUIIUT CTOSILIMX HIKE B KacKaae
cBepthiBaHus paktopoB VIII u IX (remodpunus A wiu B)
MPOSIBJISIETCS B BUJIE TSKEIbIX TeMOPParui.

OOBSICHUTH 3TO MPOTUBOPEUYME yOAIOCh Oyiarogapsi
KCCJIeIOBAHMSIM, BBIMOJHEHHBIM B 90-X rogax MpouLio-
TO BeKa, pe3yIbTaThl KOTOPBIX MPUBEJIA K CYIIECTBEH-
HOM MoIM(MUKAIIMKU KJIACCUYECKOW CXeMbl peakiuii
aKTUBAIIMM CBEPThIBAHUSI KPOBU. Bo-TepBbIX, OBLIO
YCTAHOBJIEHO, 4TO KoMmiuieke Td-cdakrop VIlla — Te-
Ha3a BHEITHETO MyTH aKTUBUPYET He TOJBKO (pakTop X,
Ho U ¢akTop IX. Bo-BTOpHIX, OBLIO JOKA3aHO, YTO Te-
Haza BHYTpPEHHero nytu — Komiuiekce ¢dakropoB VIla
u IXa B npucyrctBun (hochoaunuaoB akTUBUPYET (ak-
Top X co ckopocTbio B 50—100 pa3 Gosbliieii, yem Te-
Ha3a BHEIIHEro MyTu. B-TpeTbux, ObLIO MOKa3aHo, YTO
daktop XI akTuBUpyeTcs Iofd NeUcTBUEM He (akTo-
pa Xlla, kak mpeamnonaragoch B KJIaCCUYECKON cxeme
peakuuii, a TPOMOMHOM MPU YYaCTUU IIUKOIMpoTenHa Ib
TPOMOOLIUTOB [3]. DTH TaHHBIE TTOCTYXWIN OCHOBAaHUEM
JIJIST BHECEHUsI CYIIECTBEHHBIX MOIU(MUKAIINIA B CXeMY
peaKiInii aKTUBALIMY CBEPTHIBAHUSI KPOBH (pHC. 5).

IlyckoBoii peakimeii sBiseTcs CBsi3bIBaHue T
¢ dakropom VII (puc. 6), KOTOpbIii BMecTe ¢ MOHAMU
KanplMsl U (pochoaunuaaMu CriocoOCTBYeT IpeBpallie-
Huto HeakTuBHOTO (pakropa VII B aktuBHyi0 hopmy VIla
(puc. 7). BTOT KOMILIEKC aKTUBUpYeT (pakTopbl IX u X.
Ob6pasyromuiicst ¢akTop Xa obecrieuyrMBaeT HayaJbHYIO
TeHepaluio TPOMOWHA, KOTOPBI aKTUBMPYET TPOMOO-
1mThI 1 9acThb (paktopos V u VIII. @Pakrop VIIla hopmu-
pyeT Ha TOBEPXHOCTU aKTUBMPOBAHHBIX TPOMOOIIMTOB
KOMITIeKC ¢ (pakTopoM [Xa — TeHa3y BHYTPEHHETO MyTH,
KOTOpasi 3HAYMTEIHLHO IIOBHIIIAET CKOPOCTH 0Opa3oBa-
HUA hakTopa Xa u TpoMOuHa. TpoMOWH majiee ycriiBaeT
cBoe obpa3oBaHue, akTuBupys pakropsl V, VIII u XI.

TpomM6UH

OuyeHb BaxKHBIC UI TTOHUMaHMUS (DU3MOJOTUM Te-
MoOcCTa3a JaHHbIe ObLTHA TOJYYEHBI NMPH HMCCICIOBAHUU
JIUHAMUKM 0Opa3zoBaHMsl TpoMOuHa. OKas3aaoch, 4To B
HavaJIbHOM TIepUoie aKTWBALIMM CBEPTHIBAHUS KPOBU
TPOMOWH 00pasyeTcsl ¢ OTHOCUTEBEHO HU3KOM CKOpO-
CTBIO, 3aTeM B TIPOIIeCCe HACTYITaeT TaK Ha3bIBaCMBIil
«IIepesioM», B pe3ylIbTaTe 4eTo eT0 CKOPOCTh Pe3KO BO3-
pactaet. [1pu aTOM B 00pa30BaHNN TPOMOWHA BBIACIISIIOT
naBe ($a3bl — MHULUALUK U PACIPOCTPAHEHUS («TPOM-
OMHOBOI BCHBIIIKM»). [Tprdem 3tH a3kl obecrieunBa-
JOTCS Pa3HBIMU (PakTOpaMy U PEryJUpyloTCs pPasHbIMU
uHruouTopamu. Paza MHULMALMKA oOOecIeunBaeTCS
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TE€Ha30M BHENIHEro mytTu — KoMiuiekcomM Td-VIla +
¢daxkrop X Ha MeMOpaHax MOBPEXACHHBIX KJIETOK, a €€
OCHOBHBIM DPETYJIITOPOM SIBJISIETCSI MHTUOWTODP TYTH
TKaHeBOro ¢hakropa. Maza pacrpocTpaHeHus1 obdecrie-
YMBAETCSl TEHA30i BHYTPEHHErO IMyTH — KOMIUIEKCOM
dakropos VlIlla u [Xa + daxrop X, popmupytonmmcs
Ha TTOBEPXHOCTU aKTUBMPOBAHHBIX TPOMOOIIUTOB (peTy-
sigrop anturpom6buH 11 (AT III) u mporeun C).

®YHKUUM TPOMGUHA

TpomOUH OB OTKPHIT KaK (pepMEHT, 00pa3yromnii
(GUOPUH — CTPYKTYPHYIO OCHOBY TpoMbOa. [lo HenaBHe-
ro BpEMEHM OH pacCMaTpUBaJICs KaK BHICOKOCIICIIAIM -
3UPOBAHHbBIM (PEPMEHT CUCTEMbI CBEPThIBAHMS KPOBH.
JanbHelIme ucclieIoBaHUs TToKa3aau, 9To QYHKIIMT
TpOMOMHA 3HAUUTENBHO 1IUpe (puc. 8).

OueHb BaXXHBIM SIBJISIETCSI TO, YTO TPOMOWH MOXKET
BBITIOJTHSITh TIPOTUBOTIOJIOKHBIE TIO (PU3MOTOTMUECKON
3HAUMMOCTH DyHKIMU. B 0bnacTi moBpexaeH s IHI0-
TeJUs OH CTUMYJIMPYET CBOE 0Opa30BaHME, aKTUBHUPYS
TPOMOOIIUTHL U (PAKTOPHI CBEPTHIBAHMSI KPOBM, a TaK-
K€ IIPOBOCIAIMTEIbHbIE peakluu. [1pu cBsI3bIBAaHUU C
TPOMOOMOIYJIMHOM HEIOBPEXACHHOTO SHIOTEINSI OH
akTUBUpPYeT IpoTterH C, KOTOPBIi He TOJIbKO IPephIBa-
€T KacKaj CBEepPThIBaHMSI, HO M 00JIaJaeT IPOTUBOBOC-
MaTUTeNbHBIMU (PyHKIMAMU. KpoMe 3Toro, KoMIuieke
«TPOMOMH — TPOMOOMOMYJIMH» aKTUBUPYET IpOKap-
ookcunentuaazy B. Takoe paszHooOpasue GyHKIUA
o0ecIieynBaeTCsl TeM, 4TO, IOMUMO aKTMBHOTO IIEHTPA,
TPOMOMH 001aIaeT yIaCTKAMM CITeIMN(PUISCKOTO CBSI3bI-
BaHUS PsIIa MOAYJISITOPOB €TO PEAKIIUIA.

PoAb noyek B cucteme remoctasa

Ponp mouek B mopmepXaHUM (PU3MOTOTUYECKOTO
COCTOSTHMSI TeMOocTa3a KpaiiHe Besmka. OHU BeIpabaThI-
BAlOT U BBIIENSIOT B KpoBb U Mouy dakTopsl VII, VIII,
IX, X u TpombomaactTuH. CUHTE3UPYIOT IPOTUBOCBEP-
ThIBalolMe (haKTOPhI: TeMapuH, YPOKWHA3Y, TKAaHEBOM
aKTUBATOP TUIA3MUHOTEHA, COEAMHEHUSI, THTMOUPYIO-
mue pubpuHoaus. ITouky noriaomawT U Kataboausu-
pytot dakrop XII 1 yacts hubprHOTreHa.

|. TMnepkoaryAsauus
Npu NOBpPEeXAEeHUU Novyek
lunepkoarynsiiuss — HapylleHUe (PYHKIIUO-
HaJIbHOM CITOCOOHOCTH BDHAOTENUs], TPOMOOIIMTOB,
W3MEHEHME COJepKaHUs IIJIa3MEHHBIX (PaKTOpoB
CBEpPThIBAaHMUSI KPOBU, YTO B KOHEUHOM MTOIe IMpPU-
BOAUT K TpoM0Oo3y. I'mmepkoaryasiuusi MOXeT OBbITh
MEPBUYHON, OOYCIOBAEHHOW TIeHETUYECKUMU Je-
dexkraMu (MyTauusIMU T€HOB, HACJEACTBEHHON He-
JMOCTaTOYHOCThIO aHTUTpoMOuHa III, mporenHna C,
npotenHa S), nedekramu B (GUOPMHOIUTUIECKOU
cucteMe. Y TaKux OOJILHBIX Pa3BUBAIOTCS BEHO3HBIN
TpoM0603 1 TPOMOOSMOOIM3M B paHHEM HOETCTBE WU
oHOCTA. Bojee TpymHBIM SIBISETCSI BOIIPOC O POJIHU
HapyIlIeHUI cocTaBa KPOBU B ITATOT€HE3¢ BTOPUUHBIX
TUNEPKOATryISLUOHHBIX COCTOSIHMI, K KOTOPBHIM B
He(POJOTrUU OTHOCSITCSI HEDPOTUUYECKUI CUHIAPOM,

riaoMepyiaoHedpuT, nueloHedpuTt, HebpoauTHasa,
reMopparuvyeckasi Juxopaaka C IMOYEYHbIM CUHIAPO-
MOM, HedpomaTuu 6epeMEeHHBbIX.

YBeAnyeHune pucka rpom60o3a

Y ManmeHToB ¢ TMOYEYHON HETOCTAaTOYHOCTHIO TI0-
BBIIIAETCST PUCK BO3HUKHOBEHUSI BEHO3HOU TPOMOOIM-
6osmu 1 cMepTHOCTH [4—8]. TpoMb0IMOOIM3M OTMEUa-
eTcsl B 2 pasa yaille y MaldeHTOB C TPOrpecCUupyOInM
3a0o0yieBaHMEM TT0YEK (IIPU STOM PUCK BO3pacTaeT, KOr-

S T TR T T

PucyHok 6. TkaHeBoOJi pakTop — TPaHCMeMOpPaHHbI
6esnokK, JIoKkaIn30BaHHbIA Ha Ki1leTkax cyoaHaoTenus

PucyHok 7. TpombonnactuHx (¢paktop Ili).
Coctout n3 tkaHeBoro ¢gakropa, ¢goconunuagos
uncCa*

PucyHok 8. TpooMOUH — MHOIrOQYHKLIMOHAJIbHbI
depMeHT: KpaCHbIMU CTPeJsIKaMUu OTMEeY€EeHbl
npoKoaryssiHTHbI€ U IMPOBOCMNAJINTEJIbHbIE
peakyun TPoMOuHa, 3e71eHbIMU —
aHTUKoAary/ssHTHbIe U MPOTUBOBOCMNAJ/INTEJIbHbIE
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Jla CKOPOCTb KJIIyOOUKOBOM (DMJIBTPALIMU CHUXKAETCS 10
ypoBH# < 75 mui/mMun/1,73 m?) [9—11]. Ha panHux cra-
IUSIX XPOHUYECKOI 0O0JIE3HU MOYeK PUCK BOZHUKHOBE-
HUS TpoM003a CBSI3aH ¢ aTboymMuHypueii [12]. ¥ mamm-
€HTOB C TTOYEUYHON HEIOCTATOUHOCTHIO KITMHWYECKMI
TPOMOO3 MOXET MPOSIBISATHCS KaK TPOMOO3 IMIyOOKHX
BEeH, TPOMOO3 B MPaBOM TIPEJACEPANU, B CKIEPO3UPO-
BaHHBIX apTEPUSIX, IIPU OCTPOM KOPOHAPHOM CHHAPO-
Me, 1IepeOpOBaCKYJISIPHBIX 3a00JIeBaHUSIX U Ap. [6].

Kinnuyeckue nposiBiieHHs TpoM003a Y 00JIbHbIX C I10-
YeYyHOI HeJOCTATOYHOCTDIO:

— TpoMOO03 IIyOOKHX BEH;

— TPOMOO3 LIEHTPAJIbHOI BEHBbI;

— TpoMOO03 ITPaBOro MPeACePaAUs;

— OCTpPbIf KOPOHAPHBINA CUHAPOM;

— OKKJTI03Ud nepudepruiyecKux apTepuii;

— 1uepedpoBacKyJIsipHbIe 3a00JIeBaHUS

— TpoMOO03 COCYIMCTOTO JOCTYTIA.

KoaryasunoHHbIN KACKAA

[TpuHLIMIT KaCKaJHOTO YCUJICHUSI OCHOBAaH Ha TOM,
YTO KaXKIBIU MPEABIAYIIIANA KOMIIOHEHT CUCTEMBI CBEP-
ThIBAHUSI aKTUBUPYET HECKOIbKO nociaeayommx. [oxg
TEPMUHOM «KacKall», WA «BOAOMAaa», B CUCTEME CBEP-
ThIBAaHUS KPOBU UMEETCS B BUY CJIEAYIOLIEE:

— MHOXECTBEHHBIE IIard KacKaja yCUIMBAIOT CUT-
HaJI TIEpBOTO CTUMYJIA;

— Kackaj yBennumnBaeT 3 GEKTUBHOCTD TIpoliecca
CBEPTHIBAHUS;

— Ogaromapsi OOJILIIOMY KOJMYECTBY aKTUBHBIX
poTeas BOJM3U MecTa TTIOBPEXACHUS CTYCTOK 00pasy-
eTcs ObIcTpee.

IMammenter ¢ XBIl mMEOT IOBBIIICHHYIO KOH-
LeHTpaLuilo (QUOpUHOTEHa, YTO CBSI3aHO C YBEJIM-
YEeHMEM YPOBHEH IPOBOCIAIUTEIbHBIX MapKepoB,
C-peakThBHOTO Oejka M WMHTepieikuHa-6 [13, 14].
Bosnee Toro, B m1a3Me y O0JIbHBIX € TIOUEYHOM HETO0CTa-
TOYHOCTBIO BO3pacTaioT ypoBHM 1@, KOHIEHTpallun
daxropoB cBepthiBaHus X1la, VIla, akTMuBUpoBaHHOTO
nporerHa C ¥ KOMIUIEKCa «TPOMOUH — aHTUTPOMOMH»
(TAT), a ¢ opyroii CTOpOHbBI, CHMXKAeTCsSI aKTMBHOCTD
AT III [15—18]. KnuHuvecku BaxkHasi cucTeMa, KOTO-
past MOXET ObITh BOBJIEYEHA B TUTIEPKOATYIISIIIAIO, — Pe-
HUH-aHTUOTEH3UH-AJIbJOCTEPOHOBAsI CUCTEMA, TaK KaK
€e aKTUBAIIUs CBsSI3aHa C BO3pacTaHUEM KOHIICHTPAIIUN
¢ubpunHoreHa, D-mumepa u MHTMOUTOpa aKTUBaTOpa
miazmuHoreHa (PAI-1) [19]. IMoBeilieHHBIN pUCK pa3-
BUTUSI TPOMO03a Y ITALIMEHTOB C IIOYEUHOM HeJI0CTaTOU -
HOCTBIO CBSI3aH CO CJICAYIOIIMMH U3MEHEHUSIMU B KOa-
TYJSILIMOHHOM Kackaze (puc. 9):

NpaTpoiiGiae (1)

[l T L]

CpoCATHINNCERNHE,
P-CRNoKTHRE I POUENTOPE

Teomalnee, nanokcHs,
oxcunanTe, IL-1, TNF,

AHTHEOEQHENMM H 2 FAMLAN-HHTEPCMEROH,

aHTHTENE

CocyadcTan CTEHEA

:}_ﬁw EnBpanonenTigi | PAC-1
Il"ﬁ:mumh it 3t il | .
MuEpOMACTHU L
. NEACTARMEHI
Homnnous sTpoiaiem — aimurpostiane (TAT) a;ﬁ mm.::fm:::;m
& 1+2(Fi+2 o - i
PRUTRT R DT possiee (Fi+2) COOOpAaT MuEpaPHE
" § (perynnm
T - THIMIY IS Y TGO ToRT)

AECMONPECoHN, IHOOTOECAH
\ 1'~ b L TER T
BEIOAKTHEHBE, CYECTAHLIA,

1“- B Tow umcne NG

HHrbposanne CacToss NpoTenka C

W Bcnobomgomes 1-PA, yoonsomnss
AxTAHAETH MMP-S

PucyHok 9. dPakTopbl, CBA3aHHbI€ C MOBbILLEHHbIM PUCKOM Pa3BUTUS TPOMOO03a y NnaLneHToB
C NMo4YeYHOU HeJoCTaTO4YHOCTbIO
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— yBeJIM4eHMe ypoBHeii pubpuHoreHa, Td, pakrto-
pos Xlla, VIla, D-gumepoB, mpoTpoMOUHOBOTO (hpar-
menTa 1 +2 (F1 +2);

— aKTHBHUpOBaHMe KoMIuieKca rmpotenHa C, TAT;

— cHwxkeHue aktuBHocTtu AT I11.

Tpomb6ouuTb!

IMoBeiieHHass arperanusi TPOMOOIIMTOB OTMeE-
YyaeTcsl y NallMeHTOB Ha MEePUTOHEATbHOM AUAIN3e
(cBsI3aHO C TUINOABOYMUHEMUEH) U Y YPEMUYECKUX
MalnueHTOB (CHUXEHUE YpoBHel L-apruHuHa u
okcuaa azota (NO)) [20—22]. ¥V 607bHBIX C TOYEY-
HOM HEJOCTAaTOYHOCTbIO (DUKCHUPYIOTCS MOBBIIICH-
Hble YpOBHUM ¢dochaTuauacepruHa Ha IOBEPXHO-
CTU TPOMOOIIMTOB 3a CUET aKTMBAIIMM Kacla3bi-3.
CBsg3aHHBIN GochaTUANICEPUH aKTUBHUPYET (pax-
TOp V, 4TO CITOCOOCTBYeT akKTWBamuu akTopa X,
mpuBoOAsIIeil K oOpazoBaHWI0O TpoMOUHA U Gdop-
MupoBaHu Tpomba [23]. TpomMOOUUTH ypeMuue-
CKMX TallMEHTOB COAEepXKaT IOBBIIIEHHBIE YPOBHU
P-cenextuna, a Takxe peuentop ¢ubOpuHOreHa
PAC-1, B pe3yabTaTe yero odpasyloTcsl arperaThbl
TPOMOOIMTHI/IEUKOLUTHI. DTO MPUBOAUT K YBEJIU-
YEHUI0O PEaKTMBHOCTH TPOMOOIIMTOB M OOpa3oBa-
HUIO CBOOOIHBIX paJArKaloB KUCIOPOIa.

AHTHTEND
B Daaiandnd L as

KneTousan
[T ]

PucyHok 10. BaaumopgericTBue
aHTugocponunuaHbsix aHtures ¢ poconunugamm
MeMOpaHbI KN1eToK

AHTUPOCPHOAUNUAHBIE QHTUTEAQ

MuiieHsiMu  aHTUDOCHOIUNMUIHBIX aHTUTEN TPU
aaTUdochommmmoHoM cuHapome (ADC) gBasgioTcs
KapauoaunuH, (ocdatuauiacepuH, dochaTuanisTa-
HoaMMH, ¢dochaTnamioBas KHUCIOTa, (ochaTuami-
X0MuH, GochaTUININHO3UTON, a TaKXKe OeJKOBBIC
KOMIIOHEHTbI — [3,-IJIMKOIPOTEUH, aHHEKCUH V, TIpo-
TpoMmOUH (puc. 10).

AHTUdOChOMUNUAHBIE AHTUTENa, B OCHOBHOM
AHTUKApIMOJUIIMAHBIC aHTUTeNaa Kiacca IgG u Boj-
YAaHOYHBIM aHTUKOATyJISHT, OOHapyXXeHbl Yy MHOTMX
MAllMEHTOB, HaXOMSIIMXCS Ha remoauannse [24—26].
OHU MOTYT SIBJISIThCS (hPAKTOPOM TPOMO03a, 0COOEHHO
TpoM003a COCYAUCTOro T0CTyIa, OMHAKO UX 3HAUeHUE
y OOJIbHBIX C MOYEYHOM HETOCTATOYHOCTBIO HE SICHO 10
cux nop. bojee Toro, oTMEYEHO yBEIUUYEHNE aHTUTEN
K mpotenHy C 1 S y MallieHTOB ¢ TPOMOO30M COCYIU-
croro goctyna [27]. Tlpu ADC mposiBasieTcss TPOM-
003 TOYeUHbIX apTepuii, UHMapKTh Modyek. ADPC-
HedpomaTus — BapuaHT UIIEeMUYECKON HedporaTnu,
OOYCJIOBJIEHHBII ~ HapyllleHUeM  BHYTPUIIOYEUHOM
MUKPOLIMPKYJISIIIUK, B OCHOBE KOTOPOTO JIEXKHUT TPOM-
0oTHMYecKoe MopaxkeHHe KJIyOOYKOB M BHEIJIOMEpPY-
JISIPHBIX COCYIOB, MPUBOJSIIEE K Pa3BUTUIO UILIEMUU
MOYEK U MPOTPecCUPOBAHUIO MTOYEYHOUN HeIoCTaTou-
HOCTU M3-3a HapacTawllero Hedbpockieposa. [Topa-
xeHue mouek npu APC cBsI3aHO TJIAaBHBIM 00pa3om
C BHYTPUKJIYOOUYKOBBIM MUKPOTPOMOO30M U OIpese-
JISIeTCST KaK TodYeyHasi TpOMOOTHYeCKass MUKPOAHTHO-
natus (puc. 11).

[Mpu ADC-HedponaTu MOTYT pa3BUBATHCSI TPOM-
003bI COCYIOB JIIDOOTO KaJIMOpa — OT CaMbIX METKUX
JIO0 KPYITHBIX, TO3TOMY KJIIMHUYECKasl KapTHUHAa MOXKET
OBITh Pa3HOM — OT OCTPOTO MOBPEXKICHUS MOYEK IO
MmeasieHHo Tiporpeccupytomieit XbII. Mopdoaoru-
yecKnMK TnpusHakamMu ADC-HedpomaTnu SBISIOT-
csl TPOMOBI B KJIyOOUyKax, B MPUHOCsLIEH apTepuo-
Jie, U3BMEHEHMSI MEIUU COCYIOB TUMA «JTYKOBUYHOM
IIeJIyXu», JTBYXKOHTYPHOCTb 0a3ajbHON MeMOpaHbI
KJTyOOUYKOB, apTePUOJTOCKIEPO3, MHTEPCTUIIUATBHBII
pudpos.

WHapKT KopKoBOTO
BEWEecTBA NOYKH

WHdrapkT Mmosrosoro
BEWeCTEa NOYKH

JarkynopeHHLIA
KPOBEHOCHLIA cocyn

NHdapKT no4ku

PucyHok 11. lposiBneHne aHtugochonnunuaHoro cuHapoma B Buge nH@apKkra no4km
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SHAOTEAMM

DHOOTENUI UMeeT BaXKHOE 3HAYEHUE TSI CUCTEMBbI
reMocTasa M OTBeYaeT 3a CeKpeluio (hakTopoB, MO-
nyaupyromux Kackan ceptbiBaHus (PAI-1, daktop
BuieOpanaa). DHAoOTeIMid y4acTBYeT B PETYJISIIMU
COCYIMCTOTO TOHYCA, OKUCIUTEIBLHOTO CTpecca, B BOC-
MAJIUTEIBHBIX PEaKIUsIX, MPOMYIIMPYET SHAOTEINATb-
Hble MUKpoJacTUIbl [28]. KitleTku sHOOTensT TepsIoT
CBOM aHTUTPOMOOTEHHBIE CBOMCTBA IMPU BO3AEUCTBUU
Ha Hero TpoMOWHa, MHTepJeikuHa-1, ¢dakTopa He-
Kpo3a OIyXoJiu, y-MHTepdepoHa, SHAOTOKCUHOB, IO
BJIMSIHUEM TUITOKCUM WJIM OKHCIUTENe. Y malueHToB
C TepMUHAJIbHOM CTaareil MOYeYHO HeJOCTaTOYHOCTU
MOBPEXIECHUE SHAOTEIMAIbHBIX KJIETOK IMPUBOAUT K
pPacCTpPOMCTBY CHUCTEMBI TeMocTaza. Poib mocpemHnka
MeXny TUChYHKIIMEH TOYeK M SHAOTeJIUATIbHBIM T10-
BpEXIEHNEM KJIETOK TPUHAIJICKUT TOMOLIMCTEnHY. B
3TOM CcJiydae MPOMCXOIUT TPOMOOMOMYIMH3aBUCUMAST
akTUBauMs mpoTenHa C, 9YTO MIPUBOIUT K MEPMAHECHT-
HOI aKTMBAlUU TPOMOMHA C MOCJIEIYIOIIMM 00pa3o-
BaHueM (UOpUHA U TIPENSATCTBYET SHIOTEINATBLHOMY
BBICBOOOXIeHUIO t-PA, cmocobcTBytomeMy (puopUHO-
nusy. ['unepromouucTeMHEMUsI TIPEHSATCTBYET CYOaH-
JOTeIMaIbHOU mpondepay KJIeTOK Yepe3 MeTaJlJIo-
MPOTEUHAa3bl. DTO MPUBOIUT K aKTUBALIMM MATPUKCHOMN
METaJIONPOTeMHA3bl-9, a TIOBBILIEHHBI YPOBEHb
PAI-1 gBnsieTcss MapkepoM, MOATBEPXKIAIOIIUM aKTH-
BallMIO SHAOTEIUAIbHBIX KJeToK. Heobxoaumo oTme-
TUTb, YTO BbICOKAsI KOHIIEHTpAIIMSI B TJIa3Me KPOBU (Du-
opunoreHa, D-mumepa, TAT, ¢akropa cBepTHIBAHUSI
kposu VII, dakropa Bumiebpanma, TpombomMoaynHa
u PAI-1 MoxeT yka3bIBaTb Ha MOBPEXIEHUE KIETOK DH-
JIOTENINST U TPOMOOMDUINYECKOE COCTOSIHUE Y OOJBHBIX
YpPEMUEH.

ATEepoCcKkAepo3

HenocpeacTBeHHO caM aTepoOCKJIEpPO3 CBs3aH C
MOBBIIIEHHBIM PUCKOM Pa3BUTHUSI BEHO3HOI'O TPOM-
003a y MalMEeHTOB C ITOYEYHON HEIOCTAaTOYHOCTHIO
[29]. IIpuyuHOIi 3TOTO (PeHOMEeHa MOTYT OBITh TaKue
(bakTOpBI pricKa, Kak apTepuaabHas TUTIEPTEH3US, KYy-
peHue, caxapHblli nuaber u aucaunuaemusi. Kpome
TOTO, Y MAlMEHTOB C TOYEYHOW HEIOCTAaTOYHOCTHIO
TPOMOOLUTHI U KOATYJISILIMOHHASI CUCTEMA MOIYT OBbITh
AKTUBUPOBAHbI B aT€POCKJIEPOTUUECKUX COCYIAX, YTO
CIIOCOOCTBYET BEHO3HOMY TPOMOO3y B pa3IU4YHbBIX
CerMeHTax cocyaoB. B oHOM 13 MOMYJISILIMOHHBIX KC-
cJIeOBaHMI TTOKa3aHo, 4TO 26 % MalMeHTOB C BEHO3-
HBIM TPOMOO30M MMeEJU B aHAMHE3¢ aTepPOCKIIEepO3.
MuKpoanbOyMUHYpHSI TaKKe CBsI3aHa C pPa3BUTHEM
BEHO3HOT'O TpOM003a, TaK KaK OHa OTPaxXaeT TKECTh
TTOBPEXICHMS SHAO0TEMSI, KOTOPHI, B CBOIO OUYepe/Ib,
crocob6CcTBYeT TpoM0O03y [31].

MukpoyacTuubl

MukpoyacTULbl — 3TO CYOCTAHLIMU, KOTOPBIE ObLIU
OTKPBITHl HegaBHO. OHM 00JaZal0T MOIIHBIMU TIPO-
KOAaryJsIHTHBIMM CBOMCTBAMU M MTPAIOT BAXKHYIO POJIb
B KOaryJsilUOHHBIX mpolueccax [32]. MukpoyacTulibl

00pa3yroTcs U3 MeMOpaH MHOI'MX KJIETOK, BKJIOoYas
SHAOTEIUAJIbHBIE KJIETKU, TPOMOOLIUTHI, a TaKXe MO-
HouuThl/Makpodaru [28]. MUKpOUYaCTUIIBI SIBIISTIOTCS
pe3yJIbTaTOM aKTUBAIIMK KJIETOK ITPU BOCITAIUTEIBHBIX
MpoIIeccax, OMTHAKO 3TO MTPOUCXOIUT TAKKE U BO BPeMsI
(bmsmonornueckrx MporeccoB (Hampumep, pu aud-
(bepeHnmanum KiIeToK u crapeHuu). [loBbIIIEHHBIE
YPOBHM MHUKPOUYACTHIL OBLIA OMMCAHBI TIPU COCTOSTHU-
SIX, CBSI3aHHBIX C TUTIEPKOATYJISIIIMel (XpoHUYecKast Imo-
yeyHasi HeIOCTaTOYHOCTh, paK). VX mpoKoaryassHTHBII
3(®dEKT COCTOUT B TOM, UTO (pochaTuanacepuH CIo-
CcOOCTBYeT MpeBpallleHUI0 MPOTPOMOMHA B TPOMOUH,
a takke Hammuuy Td Ha mx mosepxHOCTH [33—35].
Kpome wMemOpanocBsizaHHOro T®, MHUKpOYACTHIIBI
BBIICJISTIOT pacTBopuMyto hopmy TD, KoTOpast B 1ajib-
HelleM MPUBOAUT K TpoMbooOpa3oBaHUI0. MUKpoua-
CTUIIBI BIUSIOT HAa CBEPTHIBAEMOCTh Yepe3 APYToil Mexa-
HU3M, KOTOPBI ObUT HETABHO OTKPBIT, — MiCrtORNAS
(miRNAs). MiRNA — 310 MajieHbK1e HEKOAMPYIOLIe
onHoHuTUeBble PHK, KOTOpBIE MOOYTUPYIOT SKCITpEC-
CHIO TeHAa-MHUIIEHU MyTeM HOCTTPaHCKPUIILIMOHHOMN
MOIYJISILIUM U 9KCIIPECCUPYIOTCS] OOJBIIMHCTBOM KJle-
ToK. CBs13b Mexkay miRNA u cBepThIBaloleii CUCTEMOIT
JI0 CHX TIOp He BMOJIHE TMOHSTHA. OQHAKO HEKOTOpbIe
HUMeEIOIIMECs JaHHbIE MO3BOJISIOT CEIaTh BBIBOJ, O CBSI-
31 miRNA ¢ ¢yHKuueil TpoMOOLIMTOB, KOTOpasi CO-
CTOUT B peryisiiuu TpaHcasaiu MPHK tpoMGonuTos.
Okcnpeccus perentopa P2Y12 umeer BaxHoe 3Haye-
aue misg AJP-cTUMYyIMPOBaHHON aKTUBAILUK PEIieTI-
topa IIb/I11a u MpUBOANT K YBETWISHUIO TTPOIOJIKM-
TEJBHOCTH arperali TPOMOOIIMTOB, YTO PETYIUPYETCS
¢ nomoiubio MukpoPHK [36].

[IpokoaryassHTHOE COCTOSIHME IIpW HapyIIeHUU
(GYHKIMM TOYEK OIpeAesieTcsl U3MEHEHUEM OCHOB-
HBIX ITApaMETPOB CUCTEMBI TEeMOCTAa3a:

1. ¥YBenuueHue puOpuHOTeHa.

2. YBenuueHue TKaHeBOTo (hakTopa.

3. ¥BenuueHue pakropa Buiedbpanaa.

4. YBenunueHue axkropa VIla.

5. YBenuuenue akropa XIla.

6. YBenuueHue akTuBMpoBaHHOTro nipoterHa C.

7. YBenuueHre MHruouTopa aKkTuBaTopa rja3mMmHoO-
reHa-1.

8. YMeHbllIeHne aKTUBATOpa MHTUOUTOpPA TUIa3MU-
HoreHa-1.

9. VBenuuyeHre aHTUKAPANOJIUITMHOBBIX aHTUTE.

10. YBenuueHure BOIYAaHOUHOI'O aHTUKOATYJISTHTA.

MnepkoaryAsums n HegppoTUYECKU CUHAPOM
[Tpu HeGpOTUIECKOM CMHIPOME OUYEHB YaCTO pa3-
BUBAIOTCSI M3MEHEHUS B CBEPTHIBAIONICH U ITPOTUBO-
CBEpTHIBAOIIEH CHCTeMax, pPe3yJbTaTOM KOTOPBIX
IBIIsIeTCS (POPMHUpPOBAHUE YCIOBUIT THUIICPKOATYIISI-
IIUY KPOBM 3a CUET YMEHBIICHUSI aKTUBHOCTU aHTH-
KOATyJISTHTHBIX ¥ (UOPUMHOIUTHICCKUX (DAKTOPOB
CBIBOPOTOYHBIX IIPOTEMHA3 U B CBSA3U C aKTUBaLME
KUHMH-KAJUIMKPEMHOBOM CUCTeMBbl. [ umepkoary-
JISIUMS KPOBU MOXKET YCYryouThb Mopdojornyeckue
U3MEHEeHMs] B Moykax (oTioxeHus dubpuHoreHa/
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¢ubpuHa B KiyboOuKkax, JOoKajabHass BHYTPUCOCYIU-
cTasi KoaryasiuMsi), a TakKe BbI3BaTh JalibHeliliee
CHUXKEHME JaMype3a BIUIOTh 10 aHypWHU, HapacTaHUe
He(hPOTUYECKOTO CUHAPOMA, COCYAUCTBHIA TPOMOO3.
Tpom6o3s1 ipu HC sBasIIOTCA CiiencTBEeM Hapylie-
HUS QYHKIIMOHAJBHOTO COCTOSIHUSI CUCTEMBI TeMO-
cTa3a, 3aTparuBaloIIero MpakTUIECKN BCE €¢ 3BEHbS
U TIPOSIBISIONIETOCS aKTUBaIllMe MEXaHM3MOB KO-
aryJIsiiui ¥ CHUXKEHUEM IIPOTHMBOCBEPTHIBAIOIINX
MEXaHU3MOB. OTO MPOSBISICTCS TUIleparperaiuei
TPOMOOILIMTOB B OTBET Ha Pa3jMuYHbIC BUIAbl MHIYK-
TOPOB in Vitro, 3HAYUTEJIbHBIM MOBBIILIEHUEM YPOBHS
¢ubpunorena u XIII ¢akropa, nepuuutom AT III,
KOTOpBI pa3BuBaeTcsa y psaa 6oabHbix ¢ HC u3-3a
MacCHBHOM TIPOTEeMHYPUU, CHUKEHUEeM (UOPUHO-
JIUTUYECKOM aKTMBHOCTU KPOBHM. B 3TuX ycmoBusx
Jo0ble (haKToOpbl BHEIIHEW W BHYTPEHHEW Cpejbl
opraHusma, CIIOCOOHBIE WHIYIIUPOBATH JIOTIOTHU-
TEJIbHYI0 BHYTPHCOCYAVCTYIO aKTUBAIIMIO CHUCTEMBI
reMoCTa3a, MOTYT IPUBECTU K Pa3BUTUIO CHHIpPOMA
IMCCEMUHUPOBAHHOTO BHYTPMCOCYINCTOIO CBEPTHI-
BaHus (JIBC-cunapoma). K ak3oreHHbIM (pakTOpaM y
He(PPOJTOrnYecKnX 00JIbHBIX OTHOCATCS OaKTepUallb-
Hble U BUPYCHbIE MHGMEKIINY, JIeUeHUE TTpenapaTamMu,
MOBBIIIAIOIIUMU TPOMOOTEHHBII MOTEHIMAA KPOBU
(HampuMep, KOPTUKOCTEPOUAAMU) U CHUKAIOIIUMU
€€ MPOTUBOCBEPTHIBAIOIINI TTOTEHIINAJ, KaTeTepu3a-
11T COCY/IOB.

TunepkoaryAsiusi U rhomepyAoHeppuUr

CoBpeMeHHOEe MpEeACTaBIEHUE O TeMOocTa3e Kak
BaXXHOM 3BCHE MMMYHHOTO OTBETAa M BOCHAJICHUS
MOATBEPKIACTCSI MaHHBIMU, TOJYYCHHBIMU TIpU
M3YYEHUU MEXaHU3MOB MHAYKIMU U IIPOrPEeCCUpPO-
BaHU rjaoMepyiaoHedpura. B mpouecce UMMYyHHOTO
BOCHAJICHUSI B KJIyOOuKax IMOYKM OTMedaeTcs Jio-
KaJbHasl aKTUBallMsI CUCTEMbI FTeMOCTa3a, CBsI3aHHas
CO CTUMYJMPYIOUIMM BJIUSHUEM IIMTOKWMHOB, Ma-
Kkpodaron. HaunHaeTcss MUKpoTrpomMboo6pa3oBaHue
B IMMOYEYHBIX COCYaX, MOP(HOJOTUICCKUM MapKEPOM
KOTOPOTO SIBJISTIOTCS AETTO3UTHI (UOpPUHA ¥ THATMHO-
BbI€ TPOMOBI B KJTyDOUYKaX MOYEK. YCTAHOBJIEHO, YTO
B IIpollecCce MMMYHHOTO BOCIIaJieHUs B KJIyO0OYKax
MMOYKM OTMEYAeTCs JIOKaJIbHAs aKTUBAIUS CUCTEMBI
reMocTasa, CBSI3aHHasl CO CTUMYJUPYIOIIUM BIIHUSI-
HUEM psiia HIMTOKMHOB, IPOAYLUPYEMBIX KJIETKaMU
MMMYHHOI CHCTEMbl Ha COCYIMCTO-TPOMOOLIMTAp-
HBIi TeMocTa3, IIa3MEHHOE 3BEHO KOaryjasiuuu u
¢ubpuHonus. Ilpu 60abIIOI CUTEe UMMYHHOTO OT-
BETa CO3JAI0TCs MPEAINOCHUIKM 151 TpaHChOopMaLuu
JIOKQJIbHOW BHYTPMCOCYAMCTOM KOATYJISIIIUU B Opra-
He-MUIIEeHN — TMOYKe B IMCCEMUHUPOBAHHYIO C pa3-
BUTHEM KauHUYecKoit KaptuHbl JIBC-cunmpoma.
BuyTtpucocynucras koaryasius KpoBu, MopdhoJio-
THYECKUM MapKepOM KOTOPOM CUUTAIOTCS AECTTO3UTHI
¢ubprHaA M TMAJIMHOBBIE TPOMOBI B KJIyOOUYKaX IO-
yeK (0Opa3oBaHME MX CBSI3aHO C OTJIOXEHUEM (hu-
OpuHa u GuOpUHOTEeHA), SIBIIETCSI OOHUM U3 (paKkTo-
poB nporpeccupoBaHus 'H.

Il. TMnokoaryAsauus (KpoBoTeyeHus)
npuv noBpexaeHnun novyek

KpoBoteuenust Habmoganuck y 40—50 % manmeH-
toB ¢ XBII unu nonayuyasmux remonuanus [4, 37]. Uc-
CJIeTOBaHMST TIOKA3bIBAIOT, YTO PUCK KPOBOTEUECHUN
YBEIMUMBAETCS B 2 pa3a y O0JTbHBIX C TTATOJIOTHEH TTOUeK
[5], a kTMHUYECKY MTOBBILIEHHASI CKIOHHOCTb K KPOBO-
TEUCHUSIM TIPOSIBIIIETCS Pa3HOOOpPa3HBIMU (HopMaMK
(KeyI0YHO-KUIIIEYHOe KPOBOTEUEHUE, TreMopparus
CeTYaTKu TJa3a, CyOMypajbHasi reMaroMma, IypIiypa,
KPOBOTEUEHUSI M3 [I€CEH, reMapTpo3, [eHUTAIbHBIC
KPOBOTEUEHUSI, METEXUU U 1IP.).

KnuHnueckue mposiBieHus1 KpOBOTEUEHU y 00Ib-
HBIX C TOYEYHOI HEAOCTATOYHOCTBIO:

— XeJTYIOYHO-KHIIIeYHbIE KPOBOTCUEHMUS;

— KPOBOU3JIUSHUE B CETYATKY IJ1a3a;

— cyOmypasibHbIE TEMaTOMBI;

— TeMarypusl;

— DKXMMO3HBI;

— Iyprypa;

— KPOBOTEUEHUSI U3 IECEH;

— T€HUTAJIbHbIE KPOBOTCUCHMUS;

— TeJIEAHTMODKTA3US;

— TeMapTpo3;

— TIETEXUU.

[Tarodusmnonornuecknii MeXaHU3M KPOBOTEUEHUI
y OOJIbHBIX C MOYEYHON HEAOCTATOYHOCTBIO MPEICTaB-
JIeH Ha puc. 12.

Tpom6ouuTbl

Y nmanumneHToB ¢ TsoKenoi (hopMoli ToueyHOol Helo-
CTaTOYHOCTU (DYHKIIMS TPOMOOLMTOB HapyiieHa [38].
OO01IenpU3HAHHO, YTO aHOMaIus (DU3MOIOTUUECKON
AKTUBHOCTU TPOMOOIIUTOB y OOJBHBIX TOYEUHOU HEll0-
CTaTOYHOCTBHIO COCTOUT B HapylleHUU (PYHKLIHMOHUPO-
BaHUs anbda-rpanyn [39, 40]. TpoMOOLIUTH 310POBBIX
JIroAel coaepKaT TpoMOOLUTapHbIN pakTop 4, TpaHC-
dopmupyromuii dakrop pocta 1, TpoMOOIUTAPHBIN
dakTop pocta, (pubpoHekTUH, B-TpoMOOTIIOOYINH,
daxkrop Busnebpanma, GuOpMHOreH, CEpOTOHUH U
koarynsuroHHble pakTopsl V 1 XIII. Y 601bHBIX ype-
Muel B anbda-TpaHyax MOBBIIIAeTCS KO3(POUIIMEeHT
ageHosuHTpudochara (AT®)/anenozunandocda-
ta (AJD) 1 yMeHbILIAETCSI comepKaHue CEPOTOHMHA.
Kpome Toro, ogHOBpeMeHHOE BBICBOOOXIECHHUE TPOM-
6uHa 1 AT® npuBOIUT K YBEJIMYEHUIO COAEPKAHUS
KaJbLiMsg W HApPYIICHUIO €ro BHYTPMKIETOYHOIO pac-
npeaenaeHus. B TpoMOouuTax y ypeMUYEeCKUX Ialu-
€HTOB HapyllleH MeTab0I1u3M apaxuIOHOBOM KHUCIOTHI
U MPOCTarIaHAMHOB, YTO MPUBOAUT K HaPYIICHUIO
CHMHTEe3a 1/WJ1 BBICBOOOXICHUIO TpoMOoKcaHa A2 U,
KakK CJIE[ICTBUE, YMEHBIIEHWIO aare3ud W arperamuu
TPOMOOIIMTOB C TIOCJCIYIOIINM KpoBoTeueHUeM [41].
Kpowme Toro, uupkynupytomue GpparMeHTs GruOpruHO-
reHa Takoke BIMSIOT Ha TeMOCTa3, TaK KaK OHU KOHKY-
PEHTHO CBSI3BIBAIOTCS C TIMKOIIPOTEHMHOM PEICIITOPOM
GPIIb/Illa TpoMOOLIMTOB, YMEHbIIAsI UX aAre3ui0 U
arperauuto [42]. Takue ypeMuueckue TOKCHUHBI, KakK
¢eHon, dpeHosbHAs KUCIoTa (HapylleHue MepBUYHON
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PucyHok 12. akTopbl, CBSI3aHHbIE C MOBbILLIE€HHbIM PUCKOM KPOBOTEYEHUI Y NaLuneHTOB
C NMo4YeYyHoU HeJoCTaTO4YHOCTbIO

arperaiiui npu AJI@-vHAYKIIMK), TyaHUIUH-SIHTap-
Hasl Kucjaora (MHruOuMpoBaHUe BTOPOM BOJHBI AJID-
WHIYIIMPOBAHHOM arperali TPOMOOIIUTOB), BIIUSIOT
Ha PyHKIIIIO TpOMOOIIUTOB [43—45]. OngHako He OBLTO
00HaAPYKEHO KOPPEJSIIMU MEXITY BpeMeHEM KPOBOTE-
YeHUs W KOHIICHTpAIMEH YPEeMUIECKUX METa0OJINTOB
[46]. UHTepecHO, YTO caM reMOAUaIn3 MOXKET BHECTH
CBOI1 BKJIaJ B pa3BUTHE KPOBOTCUCHMSI HE TOJIBKO M3-
3a BBEICHUS TellapyHa, HO M M3-3a HeTIPEPBIBHOM aK-
TUBALIMX TPOMOOLIMTOB MeMOpaHol nuanu3aropa [47].
bri10o mokazaHo, 4To (pyHKIIMM TPOMOOLIMTOB BOCCTa-
HaBJIMBAIOTCS U MIPUBOIST K CHUXKEHUIO pHCKa KPOBO-
TeUEeHUH TIpU yIaJIeHUN YpPEMUUYECKIUX TOKCUHOB [48].

Tpom6oLUTLI — COCYAMNCTAS CTEHKQA

Cas3piBaHME TPOMOOIIMTOB CO CTEHKOW cocyna
OIOCpeayeTcsl aAre3auBHOCTbIO (puOpUHOreHa, (hakTo-
pa Bunmneopanmga u rimukomnporenHa GPIIb/I1Ia [49].
Camxenne kommaectBa GPIb Habmomamoch y 60i1b-
HBIX YpeMUEH, YTO OBUIO CBSI3aHO C BBICOKMM ITPOTEO-
mzoMm GPIb [37, 50]. HemocTtaTouHOe CBSI3BIBaHUE
(hakropa Bunnebpanna u ¢ubpuHOoreHa ¢ aKTUBUPO-
BaHHBIMM TPOMOOLIUTAMU Y YPEMHUUECKUX MALIUEHTOB
MOXET OBbITh OOBSICHEHO CHIDKeHUEeM (DYHKIIMU KOM-

miekca IIb/II1a. TIpoGiembl CBA3BIBAHUST MPOUCXOMAST
M3-3a YPEMUYECKUX TOKCMHOB, MEILIAIoIINX 00pa30BaTh
CBSI3b, UYTO MOXHO MPEIOoTBPaTUTh Auanu3oM [51—53].
DyHkIMoHANBHBIN HedeKT dakropa Bumnedbpanma —
TPOMOOLIMTHI MPUBOIUT K KPOBOTCUEHUSIM, a TIpPUME-
HEeHUE KPUOTIPEIIUITUTATA U IECMOTIPECCUHA TTO3BOJISIET
910 ycTpaHuth [54, 55]. K ToMy Xe BazoakTUBHOE CO-
enquHenre NO MHTUOUpPYET arperanuio TPOMOOILIMTOB
yepe3 o0Opa3oBaHUE HUKINYECKOTO T'yaHO3UHMOHO-
(hocdara win npocTauMKIMHA, KOTOPbIE MOAYJIUPYIOT
COCYAMCTBIIA TOHYC, YTO TaKXKe UIPAET OIMpeAeSICHHYIO
poJib B Ie(peKTe reMocTasa Ipy IOYeYHOM HeJI0CTaTOU -
HocTu. [TpocTallMKIIMH, OKCHUJI a30Ta ¥ €T0 MeTaOOIUThI
MOBBIIIAIOTCS B TJ1a3Me OOJIbHBIX YPEMUEH, TEM CaAMbIM
CITOCOOCTBYSI NMCHYHKIIMKM TeMOCTa3a M YBEJIMYCHUIO
pUcKa KpoBoTeueHui [56, 57].

AHemus

BaxHbIM (pakKTOPOM B pa3BUTHUU KPOBOTCUCHUS Y
OOJIBHBIX ypeMHUe#l SIBISICTCS HEIOCPEACTBEHHO caMa
IIoYeYHasi aHeMUs, KOTopasl HaIlpsIMyl0 CBs3aHa C
BpeMeHeM KpoBoTeueHus [58—60]. [Tpu aHemMun cHU-
XKaeTcsl B3auMMOJIEHCTBHE TPOMOOILIMTOB CO CTEHKOI
cocyna, BeicBoOOXIeHrne AD® u NO. DTH maHHBIE
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Ta6bnuuya 1. MNaTogpuanonorns KPOBOTEYEHUI y NaLNeHTOB C No4YeYHOl He4OCTaTOYHOCTbIO

DedeKkTt MexaHu3m
N3meHeHne meTabonn3ma apaxmaoHOBOW KUCNOThI
HapylweHnne mobunmsaunm Ca*
4 AP, anuHedpuH
Aaresus
TPOMBOLMTHI Arperaums 1 GPIb, GPlla/Illb dpyHKUMK peLenTopos
Cekpeuust CBsi3blBaHWe GUOBPUHOrEHa C aKTUBMPOBAHHbIMU
TpomboumTaMn
NHrméupoBaHu1e B ypeMHUYeCKOM nna3me (Hanpumep,
MOY€EBUWHA, N'yaHWANH-CYKLIMHAT)
1 akTMBHOCTM dpakTopa BunneGparaa
TpoM6oUUTbI — cocyancTas CTEHKa B3anmopgencteure NHrMbuTop B ypeMmnyeckon nnasme
T BbICBOGONKAEHUS NPOCTALMKINHA 1 OKCUAA a30Ta
HapyweHune peonormn Kposu
OpUTPOLUTHI AHemMus BnusiHue 3puTpoLMTOB Ha TPOMOOLIUTHI
YMeHbLUEeHWe KInpeHca OKcraa a3oTa
JlekapcTBeHHble Npenapatbl | AHTUTpoOMOOLMTapHas U aHTUKoarynsHTHas Tepanus
[pyrue KOMOPOHIHbIE 3360NEBaHMS ﬂ,;z;bwum enesa, HegocTaTto4yHoe NMTaHue, Bocnane-
MHBa3unBHbIE NpoLeaypbl MocneonepalLMOHHOE KPOBOTEYEHME

ITOATBEPXKAAIOTCS HAOMIOAEHUSIMA Y YPEMUYECKUX I1a-
LIMEHTOB (YMEHBIIAIOCH BPEMsI KPOBOTEYEHMSI ITPY UH-
(hy3uM 3pUTPOLIMTOB MW 3PUTPOITO3TUHA) [61—63]. V
OOJIBHBIX Ha JUan3e JOJDKEH OIPEAENISIThCS YPOBEHD
reMaTOKpuUTa, YT00bI 306eXaTh HapyIIeHUIT CBEPThIBA-
€MOCTH KPOBH, C OIHOI CTOPOHBI, 1 TPOMOOTUYECKHX
COOBITUI — ¢ npyroii (Tab. 1).

anMeHeHMe AEeKQAPCTBeHHbIX rnpernaparos
AN KOPPEKLNN HAPYLLUEHU CUCTEMbI
reMocra3sa rpuv 3060AEeBAHUSIX NOYEK
Hapyuienusi B cucteme remocra3a MPUBOAAT K
TpoM0O03aM WJIM KpoBoTeueHUsIM. J11s (papmakoTepa-
MUK ITUX TTaTOJIOTUYECKUX COCTOSTHUN MCITOJb3YIOT
cootBercTBytomue JIIT. K jgekapcTBeHHBIM mpemna-
paTtam, oOJIaIAlOIIMM aHTUTPOMOOTUYECKUMU CBOWi-
CTBaMHU, OTHOCST aHTMKOATYJISTHTHI, aHTUATPEeTaHTHI,
GUOPUHOIUTUKU, & K aHTUTEeMOpPpParudecKuM TIpe-
rnaparaM — IIPOKOAryJsIHTHl M aHTU(PUOPHUHOIUTUKHI
(puc. 13).

lll. AHTUTPOMOGOTHMYECKOS Tepanus
Y YpeMU4yeCcKkux naLmeHToB

1. AHTUKOQryAsiHTbl. Knaccugukaums

IIpsmoro peiictBus. 3aBucumbie ot AT I11 uHrubu-
TOPBI TPOMOUWHA:

1. OObruHBIN TermapuH (HedpaKIMOHUPOBAHHBIN,
HO®I).

2. Huzkomonexynsipusie renapunasl (HMI, dpak-
LIMOHMPOBaHHBIC): apaenapuH (HOpMUMIO); JalbTe-
napuH (bparMuH, TeaeabnapuH); HaapomapuH (ppaxk-
CUIIapUH); TapHaMapuH; peBUHApPUH (KJIMBApHH);

[ = Tl B g T L= ST

P
= Sa— HOpMANEHBIA
T e Ll TemoCTad

r i
A-:nupun :rl:-nu,-_urpenn o g e e

@ P A R PRS0
t-PA, CTpanTo-  "SMAPRN. ACHraTRAN. .
KHHAIE, YDORMMAIE

PucyHok 13. Ucnonb3oBaHue 1eKapCTBEHHbIX
npenaparos rnpu TPomM0603ax n KPOBOTOYNBOCTU

CaHJOMNapuH; TUH3aMapuH (JJOTMIIApUH); S9HOKCATapuH
(KJeKcaH) u ap.

3. Cynoaekcun (Beccea ays ¢).

4. donpamapnuHyKC (apUKCTPa).

4. TenapuHoua faHanapoua (JOMOIapyH).

He3asucumebie ot AT I11:

1. TupynuH U TUPYAMHOTIONOOHBIE (OMBAMPYIVH,
TUPYTEH).

2. Onuronentuasl (aprarpobaH, MHOTaTpaH, HOBO-
crtaH, a¢perarpan).

Henpsimoro neiicTus:

1. [TpousBomHbIe KymMmapuHa (BapdapuH).

2. [IpousBoaHble MHAAHIMOHA ((DEHUHIUOH).
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Tabnuuya 2. Ucnonb3oBaHue naboparopHoro tecta AYTB ansa nogbopa go3bi
HegpakyMOHUPOBaAHHOIo renapuHa

AMTB, ¢ BoMIOCHOE NepepbiB, U3meHeHne CKOpOoCTH BBEi€HUS renapuHa NoeTopHoe
BBegeHue, E MWH Mn/y EO/4 EO/24 4 onpeaeneHue A4YTB
MeHee 50 5000 0 +3 +120 +2880 Yepe3z 64
50-59 0 0 +3 +120 +2880 Yepe3 6 4
60-85 0 0 0 0 0 Ha cnepyiowee ytpo
86-95 0 0 -2 -80 -1920 Ha cnepytollee ytpo
96-120 0 30 -2 -80 -1960 Yepes 6 4
bonee 120 0 60 -4 -160 -3840 Yepez 64

HoBble npsivbie nepopajibHble aHTHKOATYJISIHTBI (aH-
TaronucTsl pakropa II u X):

1. JlaburaTtpaH.

2. PuBapokcabaH.

HegpakLymnoOHNPOBAHHbIN
U HU3KOMOAEKYASIPHbIA rernapuH

Kak ykasbIBajoch BbllIe, (haKTOPhI, OOYCJIOBIMBA-
I0IMe pa3BUTHE TPOMOO3a y MaIMeHTOB C MOYEUHOM
HEeIOCTaTOYHOCThIO, OYEHb MHOTOUMCICHHBI U BKJIIO-
YyalpT B cebsl apTepuabHyIO TMIIEPTEH3UIO, CaxapHbIi
nuabeT, YCKOPEHHOE pa3BUTHE aTepOCKIIepo3a, TUMep-
TOMOIIMCTEMHEMMIO, BOCITAJIUTETbHBIN OTBET (BBICOKUIA
ypoBeHb C-peakTMBHOTo O6ejika, WHTepJeiikuHa-6),
HapyIIeHUsI TeMOKOaryJsiliuu, JSHIOTEeIUAIbHYI0 U
TPOMOOLIMTAPHYIO AUCHYHKLMIO [64—66]. DTO 00B-
SICHSIET HEOOXOOUMOCTH IIPOBEACHMSI IPEBECHTUBHOM
AHTUKOATYJISIHTHOM Tepamuu y OOJbHBIX W3 TPYIIIBI
pucka. Pe3ynbpraThl MHOTOUMCICHHBIX MCCICIOBAaHUI
000CHOBBIBAIOT MpuMeHeHne HMT y mauueHTOB ¢ mo-
YEeYHOI HEOCTATOYHOCTBIO HE TOJILKO C JIeYeOHO, HO
U ¢ npoduIakTuieckKoil nenpto. OgHaKo Ha ompene-
JICHHOM 3Tare 0e3 J0CTaTOYHOI JoKa3aTeIbHOU 0a3bl
YTBEpPAWIACh TOYKA 3PEHMUSI O HELEeJecO00pa3HOCTU
HazHayeHuss HMTI 1 npeuMy1iecCTBEeHHOM UCMOJIb30Ba-
Hun HOT y aroit kateropuu 60JbHBIX. Tak, B pyKOBOI-
cTBe AMEPMKAHCKOW KOJUIETMU TOpaKaJlbHBIX Bpaueid
ykasbiBaeTcs, uto HMT nMeer orpeeneHHbIe OTpaHu-
yeHus riepeq HOT y mammeHToB ¢ MOYeYHOM HeqocTa-
TOYHOCTBIO [67]:

— TMOBBIIIAETCS PUCK KPOBOTCUCHUS;

— npumeHne HMT oTHocuTeIbHO TPOTUBOIIOKA3a-
HO TOCJe TpaHCIUIAaHTALMU MOYKU M3-3a JIeKapCTBEH-
HOI MHTepdEepeHIINH;

— TepeMeHHasl 3aBUCUMOCTb OT 3KCKPEUUU I0Y-
KaMmu;

— OTCYTCTBME aHTUIOTA;

— He B3aMMO03aMEeHSIeMBbI;

— CJIOKHOCTHU TIpY M3MepeHun 3¢ dexra aHTuKoa-
ryisiHTa (aHTU-Xa-(akTop);

— HET 3aBUCUMOCTH aHTH-Xa-aKTUBHOCTU OT KJIH-
peHca KpeaTMHMHA.

PesynbTarhl nociaenyommx ucciaeioBaHuii Mo mpu-
MmeHeHuto HMI B TepaneBTMYeCKMX 103aX Y OOJIBHBIX C
MOYEYHOMN HEI0CTaTOYHOCThIO MOATBEPAMUIN 3TO MO0~

xeHue. Tak, 10 MTaHHBIM MeTaaHaJM3a, BKIIIOYABIIETO
12 nccnemoBanwmit (Bcero 4971 mammeHT) 10 IIpUMeHe-
Huto HMI' y 6071bHBIX ¢ BBIpAXKEHHOI MOYEYHOM Hell0-
CTaTOYHOCTBIO, OBIJIO YCTAaHOBJIEHO, YTO MCITOJIH30Ba-
HUE TeparneBTUUYECKUX 03 IHOKCANapuHa y OOJIbHBIX
¢ KJIUPEeHCOM KpeatnHrHa MeHee 30 MJI/MUH 10 CpaB-
HEHMIO ¢ OOJbHBIMU C 00Jiee BHICOKMMU 3HAYCHUSIMU
CKOPOCTH KJIyOOUKOBOI (DUIBTpALIIM COITPOBOXKIACTCS
3HAUMMBbIM YBEJIMUYEHHUEM IMKOBOIO YPOBHS aHTU-Xa U
TOBBIIIIEHHBIM PUCKOM OOJIBIINX KPOBOTeUYeHMH [68].
910 00BsIcHsAeTCs TeMm, yTo HMI obnagaioT pa3Hoit
CIOCOOHOCTBIO K OMOaKKYMYJISILIUM.

OnHaKo pUCK KPOBOTEUEHMH, CBSI3AHHBIX C M30bI-
TOYHbIM HakoruieHneM HMI y 60abHBIX ¢ MOYeUHOUI
HEJ0OCTaTOYHOCThIO, MOXKHO CHU3UThH, 3aMEHUB Tepa-
neBTrueckre mo3el HMI Ha mpoduiakTudeckue, TO
€CTb YMEHBILIWUTh JAO3UPOBKY (MCIONb30BaTh 50 % ot
peKkoMeHayeMoii 103b1) [69]. B HacTosiiee BpeMst HU3-
KOMOJIEKYJISIPHBIC TeIapyHbl IITMPOKO MCIIOIb3YIOTCS
KaK ¢ JIeueOHOM, TaK U ¢ MPO(PUIaKTUIECKON 1IeIbI0 Y
MalMEeHTOB ¢ HEPPOTUUECKUM CUHAPOMOM Pa3IUYHOTO
reHe3a u 'y 6oabHbIX XBII, uMeromux puck pa3BuTust
TpoMOOTHYECKUX ocioxXHeHui. HaunHas aHTUKOary-
JISTHTHYIO Tepanuio, HeOOXOIMMO YUUTHIBATh, UTO pa3-
JuuyHbie HMT uMetot crieniuduyeckre CTpyKTypHBIE U
MOJIEKYJISIDHBIE CBOMCTBA, OOYCJIOBJIEHHBIE CITOCOOOM
nonxydyeHust npenapara [70], a takxke dhapMakomuHa-
Muueckne u (hapMaKOKMHETUYECKHE OCOOCHHOCTU
[71], ompenensiionve TepameBTUYECKYIO TaKTUKY, B
MEePBYI0 OYepeNb — IOIXOAbI K IO3MPOBAHUIO. XOTS
HMT B uenom o6aagatoT 6oblieil 3(OeKTUBHOCTHIO,
0e30MacHOCTbI0O U YIOOCTBOM B MPUMEHEHUHU, 4YeM
H®T', mocnennuii, TeM He MeHee, CJIeIyeT IPearo-
YeCTb Y TSKEJIBIX HECTAOMJIbHBIX OOJBHBIX, HYXIal0-
IIUXCS B MPOBEIEHUM HEOTJOXHBIX BMEIIATEeJbCTB, a
TakXXe MMEIOIINX TOBBIIIEHHBI PUCK KPOBOTCUEHMIA.
IMpenmymectBa HPI y Takmux MalmeHTOB CBSI3aHBI C
KOPOTKUM TIEPUOIOM TTOJTYBBIBEACHWS U HATUIMEM aH-
TUA0Ta (TTpoTaMUHa CyNb(haT), YTO MO3BOJISIET OBICTPO
MPEKPATUTD JICUCHUE B CITy4ae Pa3BUTHUST HEXEIaTelb-
HBIX PEAKIINN.

Hst mog6opa no3bi HOI ucnosb3yercst Takoit yia-
6opaTtopHbIii TecT, Kak AUTB.

I[Ipumep peryaupoBaHus (moadopa) A03bI He-
dpakunmoHnupoBaHHoro remapuHa nmo AYTB mnpwu
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PucyHok 14. MexaHu3m renapuHUHAYyLNpPOBaHHON
TPpOMOGOUMUTONEeHNN

ucnonab3oBaHun AYTB-peareHTa ¢ aKTHBHOCTbHIO
B HopMaJbHOI mnnadme 27—35 ¢ mnpeacraBiieH
B Tabd. 2.

FenapuHUHAYLUNPOBAHHAS TPDOMOOLMUTOMNEHUS

[pu pa3mMIHBIX HAPYIIEHUSIX (DYHKIIVH ITOYEK (TIIOMe-
pynoHedpUT, cMerIaHHasT (hopMa XPOHIIECKOTo HehpH-
Ta) Bo3pacTacT oOIasi aHTUKOATY/ISTHTHASI aKTUBHOCTD, a
comepkKaHue TerapyHa, MPOAYLIMPYEMOTO OPraHN3MOM,
yBemuuBaeTcss B 2—4 pasa. B aToMm ciiyyae Ha3zHaueHUe
rermapuHa Ha (hoHe Pe3KO CHIXKEHHOM KOHIIGHTPALIK €rO
kodakropa AT III (Bo3aMOKeH OTHOCUTENBHBIN ASUIIUT
AT III, u ero KkoHLIEHTpaLsI HeAOCTaTOYHA IS PE3KO IO~
BBILICHHBIX KOJIMYECTB refapyuHa) MOXKeT MPUBECTU K Ie-
napuHUHAyuupyemoit tpomoorutoneHuu (I'MT).

T'UT — 3T0 MIMMyHHOE€ OMOCPEIOBAHHOE Hapyllle-
HUeE, TIPU KOTOPOM IIpUMEHEHUE TerapuHa IMPUBOIUT
K (hOPMHMPOBAHUIO TEIMAPUH3aBUCUMBIX aHTUTEJ, pac-
MMO3HAIOIIMNX «COOCTBEHHbI» MPOTEUH, (PAaKTOP TPOM-
ootutoB 4 (PF4), 00b19HO 0O0HAPYXWBAaEMBbINt B TPOM-
OonuTapHBIX rpaHyiaax [72] (puc. 14).

Korma mommMoseKyasipHble KOMILUIEKCHI TeIapu-
Ha, PF4 u anturena xnacca IgG ¢popmupyiorcst Ha mo-
BEPXHOCTU TpoMOoLUTOB, Fc «xBocThl» anturen 'MT
B3aMMOJAEHCTBYIOT C peuenropaM Fc TpomMOOLUTOB,
4YTO MPUBOIMUT K aKTHUBALMM TpomMOouuToB [73, 74].
Llenp remapuHa, KOTopasi COCTOUT U3 12 caxapuIHBIX
eIVHWII VJIN OOJBIIEH JUTMHBI, TUIOTHO CBSI3BIBAETCS C
PF4, gato aBasterca oowbsicHeHreM, mouemy HOPT ¢ ro-
pazno OoJibliell BeposITHOCTbIO BbI3biBaeT [UT, uem
HMT [75]. Aututena 'MI'T BBI3BIBAIOT TUNIEPKOATYJISI-
LI1I0, YTO OBLJIO ITOKA3aHO in Vivo TIOBBIIICHHBIM YPOB-
HEM MOJICKYJIIPHBIX MAapKEePOB IIPOIYKTOB TPOMOMHA, 1
yMeHbIIIeHHe (prOprHOTreHa, yKa3blBalolllee Ha 1eKOM-
MEeHCAIUI0 IMCCEMUHUPOBAHHOTO BHYTPUCOCYIUCTOTO
cBepThIBaHUs [76, 77]. AKTUBaLMS KOAryJasIUM TIPO-
HWCXOIUT B Pe3yJbTaTe MPOKOATYJISIHTHBIX U3MEHEHUI
MeMOpaHbl TpoMOoLMTOB [78]. Bonee Toro, ucciaeno-
BaHU4 in vitro mokasbiBaloT, uto aHtuteja ' T BbI3bI-
BAIOT MOBPEXIEHNE W BHIPAOOTKY TKaHEBOTO (hakTopa
SHAOTETNAIBHBEIMA KJIETKAaMU 1 MoHomuTamu [79, §0].
Ecau 3T MexaHU3MBI 3aITyCKarOTCsI, IIPOTPOMOOTIIC-
CKHMIT pHCK COXpaHSIeTCS OT HECKOJBKMX THEH H0 He-
IeJTb Jake Tociie peKpaIleHUsT IIPUMEHEHUS TeIapy-
Ha [81, 82]. B cBsI3M ¢ BO3MOXHBIM PUCKOM Pa3BUTHUS
I'MT BpauyaM-KJIMHUALMCTAM Mepea Ha3zHayueHnem HPT
pekoMmeHayeTcs onpenenauTbh KoHueHTpauuio AT 111 B
I1a3Me IaiyeHTa.

BapgapuH

BriBeaeHue BapdapuHa (aHTaronucTa ButamuHa K)
W3 OpraHu3Ma He peryJmpyercs IMoYKaMu, Tak Kak OH
MeTaboIM3UPYETCS B TIEYCHU U SJTMMUHUPYETCS U3 Op-
TaHW3Ma C KeTYbI0O B BIIEC HCAaKTUBHBIX METAaOOJIUTOB,
KOTOpbIe peadbcopOUPYIOTCS B KEJIYyJI0UYHO-KUILIEYHOM
tpakre (2KKT), a 3atem Bbimensitorcst ¢ mouoit. [Ipu
OCTOPOKHOM T03MPOBAHUM U 00JIee YaCTOM HCIIOIb30-
BaHWM TaKOIO JIaAOOPATOPHOIO IOKa3aTelsl, KaK MeXK-
JIyHApoIHOe HopMmaiu3oBaHHOe oTHolineHue (MHO)
(Hopma — 0,9—1,1; TepaneBTuyeckoe okHo — 2,0—3,0),
KOTOPBI MCMOJIb3yeTCsl 1JIsI MOHUTOPUHTA MPU T03U-
poBaHuu nanHoro JIIT, BapdapuH peKoMeHIOBaH sl
MnpuMeHeHus y nauueHToB ¢ 3-i ctagueit XbBII, Ho
MpOTUBOIIOKA3aH s 4-i1 1 5-ii ctanuu [83, 84]. Tem He
MEHee CJIeJIlyeT OTMETUTD, YTO Bap(apuH Mo-TpexkKHEMY
YacTO WCIIOJIB3YETCSI B KJIMHUYECKOW TMPAKTUKE IS
MPeAOTBPAIEHNST TPOMOOIMOOTMIECKUX PEITUANBOB.

AaburarpaH

JaburarpaHa 3TeKCUJIaT — HU3KOMOJCKYISIPHBII
MpeAIeCTBEHHUK aKTUBHOM (hopMbl naburarpana. I1o-
cjie mpueMa BHYTpb JaburaTpaHa 3TEKCUJIAT OBICTPO
BcachiBaeTcs B XKKT u myreM ruaposusa ¢ ydacTUEM
acTepas MpeBpaniaeTcs B gaburarpat. JlaburatpaH sB-
JISIETCSI MOIIHBIM KOHKYPEHTHBIM 00paTUMbBIM MTPSIMbIM
uHruoutopom TpomoOuHa (dakrtopa Ila). Jlaburarpan
UHIUMOMpPYeT CBOOOAHBIN TPOMOUH, (PUOPHUHCBI3BIBA-
OIMH TPOMOWH W BBI3BAaHHYIO TPOMOWHOM arpera-
1110 TPOMOOLIMTOB. Y CTaHOBJIEHA TpsIMast KOppesius
MeXy KOHIIEHTpallel naburarpaHa B Ijia3Me KpoBU
W  BBIPAXCHHOCTBIO AHTUKOATYISIHTHOTO 3¢ deKTa.
Tak xak OMOAOCTYITHOCTD HJaburarpaHa HM3Kask (OKOJIO
6 %), TO B CBSI3U C 9TUM [JIsI IOJIEPKAHUSI €r0 TepareB-
TUUYECKOM KOHIIEHTpAIlMM B IIa3Me KPOBU Ha3HAYal0T-
CsI BBICOKME JIO3bI IIperapara.

HaburatpaH BBIBOJIMTCS B HEU3MEHEeH-
HOM BHAE INPEUMYIIECTBEHHO ImoykaMu (85 %)
u Tobko 6 % — wuepes XKT. Y mnauueH-
TOB C YyMEPEHHBIM HapylleHueM QYHKIMU TI0-
yek (kimmpeHc kKpeatuHmHa 30—50  Mi/MuH)
KOHIIEHTpallus naburarpaHa mocjie mpuemMa BHYTPb
ObuTa MPUOAM3UTENHHO B 3 paza OOJIbllle, YeM Y JIUII
C HEM3MEHEHHOM (hYHKIIMEH TToYeK. Y OOTbHBIX C TSI-
JKEJIBIMM HapylIeHUSIMUA (QYHKIUM TT0oYeK (KJIMPEeHC
kpeatnHuHa 10—30 MJ/MUH) KOHLIEHTpaLIUs gadbura-
TpaHa dTeKCcuJjiaTa Bo3pacTaja B 6 pa3 10 CpaBHEHUIO
C aHAJIOTUYHBIMU TMOKa3aTeJsIMU Yy JUIl 6€3 Hapylle-
HUil GyHKIMU 1oyek. MMerTcs Julllb OrpaHUYEeH-
Hble CBeleHUS O hapMaKOKMHETHUKE maburatpaHa y
nauueHToB ¢ XbBII. ITokazaHo, 4TO [JIs1 MALlMEHTOB
4-11 cranuu XBII, y KOTOpBIX 3KCTIO3UIIUS YBEJIUUM -
BaeTcs B 6 pa3, mo pekoMmeHmanuu FDA (Food and
Drug Administration) mo3a mpemapara JOJIKHA CO-
CTaBIITh 75 Mr 2 pasa/cyrku [85]. OmHako mpyroit
perynsitopHblii opraH European Medicine Agency
pekomeHnayet 110 mMr 2 pasza/cyTKu IS MALIUEHTOB C
HU3KUM TPOMOOIMOOIUIYECKUM PUCKOM U BBICOKMM
PUCKOM KPOBOTEUYeHUS [86]. DTH peryasiTOpHbIE Op-
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raHbl peKOMEHIYIOT BpayaM MepeJ HayaJloM Tepa-
MUY JaburaTpaHoM OUEHUTh (PYHKLMIO MOYEeK U Ae-
JIaTh 3TO €XXeTOJHO IJIs MallMeHTOB cTapiie 75 JeT u
C KJIUPEHCOM KpeaTWHWHa MeHbIIe 50 mi/MuH. s
60abHBIX 4-11 cramuu XBII ciaexyeT m3beratb OgHO-
BPEMEHHOTO WMCIOJIb30BaHUS HaOWraTpaHa W WHTH-
outopos GPIIb/IIIa.

PusapokcabaH

PuBapokcabaH — TiepBbIii TTepopaabHbIil MPSIMOI
uHruouTop ¢akropa Xa, KOTOPHI CIOCOOEH CBSI3bI-
BaThCsI KOHKYPEHTHO M 00paTHMO KaK CO CBOOOIHBIM
¢axkTopoM Xa, Tak u ¢ pakTopoMm Xa, CBSI3AHHBIM C
NpPOTPOMOMHA3HBIM  KOMILJIEKCOM. PuBapokcabaH
HMMEET BBICOKYIO 0MomocTynHocTh (60—80 %) u moctu-
raeT nruKa KOHIIEHTpallMK B TIJIa3Me IIPUMEPHO yepe3 3
yaca nocJyie npueMa. He pekomeHmyercs: TpuMeHeHUe
puBapokcabaHa y MalMEeHTOB C MOYEYHOU HEmocTa-
TOYHOCTBIO TSDKEJIOM CTeIleHM (KIMpPeHC KpeaTMHUHA
<15 mi/MuH). C OCTOPOXKHOCTBIO CACAYET IPUMEHSITh
puBapokcabaH Mpu JeYSHUU MAILMEHTOB C MOYCUHOMN
HEIOCTAaTOYHOCTBIO CPeAHE CTeNEHM TSKEeCTH (KIIM-
peHc kpeaTuHuHa 30—49 MJI/MUH), TOJy4YalOIIUX
COITYTCTBYIOIIYIO TepaIuio IpernapaTaMu, KOTOpHIE
CIIOCOOHBI BBHI3bIBATh MOBBIIIEHUE KOHIIEHTPAIIUU PH-
BapokcabaHa B IJla3Me KPOBU. Y MallMEHTOB C ITOYeY-
HOM HEIOCTATOYHOCTBIO TSIKEJION CTereHW KOHIIEH-
Tpauusi puBapokcabaHa B IJla3Me KPOBHU CYIIIECTBEHHO
yBeJIM4eHa, YTO MOXKET IPUBECTU K TTOBBIIICHHOMY
pucKy kpoBoTeueHus [87].

2. AHTnarperanTbl. Knaccudukaums

B Hacrogiee BpeMst nMmetorcst 6onee 20 pa3TMIHBIX
JIT1, criocoOHBIX yrHeTaTh (PYHKIUM TPOMOOIIUTOB C
IOMOLIBIO PA3JIMYHBIX MEXaHM3MOB JICHCTBUSI.

BhiiensiioT ciieayionye TpyInbl aHTUArPEeraHTOB:

1. JIT1, meficTByouine Ha MeTabOJU3M apaxuaoHO-
BOM KMCJIOTBI ITyTeM MHTMOMPOBAHUSI IIUKJIIOOKCUTEHA-
3pi-1 (LIOT'-1): auetuncanuuuiaonast kuciora (ACK,
aCMUpHUH), UHIOOYdeH, Tprudy3a.

2. Anrtaronuctsl perienitopa A P2Y12 Ha meMm-
OpaHe TPOMOOILIMTOB: THEHOITMPUANHBI — TUKJTOTTMINH
(TuKIIM), KJIOMUAOTPENb (TIJIABUKC) U TIPACYTPeh, UH-
TUOHpyoIIe aKTUBHOCTb P2Y12.

3. AHtaronuctsl rukonporenHoB GPIIb/II1a: mnsa
BHYTPUBEHHOI'O BBEACHMSI — aOIMKcuMad (peoripo),
snTtugudatun (MHTeTpUInH), TUpodudaH (arpacrar);
JUISL TIEPOPaIbHOTO IPUMEHEHUsT — KcuMenodubaH,
opbopubdaH, cubpadudaH, 1oTpacdudaH u ap.

4. MHrubuTopsl LMKIAYECKOIo aaeHO3MHMOHO-
docpara (HAMD)-pochomnacTepassl: TUITUPUIAMOIT
U Tpuy3an.

5. CtuMynaTOpHl aJeHUIATIIMKIIA3bl: UJIOTIPOCT U
IPYTHUe TIPOCTAIIMKINH-MUMETHKI, KOTOPBIC TTOBHITIIA-
FOT B TpOMOOIIUTaX ypoBeHh HAMD.

6. Uuruburopsl peuenrtopa TXA2/PGH2: uderpo-
0aH, cyJ0TpobaH u JIp.

B Hacrosiee BpeMsi B KIMHUYECKOM IPAKTUKE
noaTBep:KAeHa 3(PpPEeKTUBHOCTD JUILb alleTUICATULI-

JIOBOM KHUCJIOTHI, TUCHONMUPUAUHOB (TUKJIOMUIAMHA U
KJonuaorpesst), nunupuaamona B couetanuu ¢ ACK,
a taxke aHtaronuctoB GPIIb/I11a 1 BHyTpYBEHHOTO
TIPUMEHEHMS.

ALeTUACAAULIMAOBASI KUCAOTA

B ocHOBe MexaHM3Ma aHTUATPETAaHTHOTO [eii-
ctBust ACK J1eXXUT ToOpMOXeHUE BHYTPUKIETOUHOTO
O6nocuHTe3a TpoMOOKcaHa A2 UM TIOJaBJIEHUE arpe-
raiuu TpoMbOouuToB [88]. ACK snuMmuHupyercs B
OCHOBHOM IIpU MeTabO0JIM3Me B MEUEHU U IKCKPETU-
pyeTcsl B HEU3MEHEHHOM Buae Mouoii. [IpocTariaH-
IUHUHAyLMpYeMasl Ba3oduaTalldsl UIPaeT BaXHYIO
pPOJIb B MOAIEePXKaHMU KPOBOTOKA B MOYKAX y MallUeH-
ToB ¢ XBII [89]. IIpn nHrMOUpOBaHUU CUHTE3a MPO-
crartaHauHOB noyek ACK mpuBOAUT K yXyIIIEHUIO
nx ¢pyHkumonuposanus. 1o atum nmpuunnam ACK
He CJIelyeT Ha3HavyaTh MallMeHTaM C TSDKeJIOW moved-
HOI HemocTaTouyHocTho [90]. OmHAKO mIS TalneH-
TOB C IPOSBICHUSIMU UIIEMHUICCKOI 00JIE3HU cepalia
B KJIIMHUYECKOM MpPaKTUKE IO CHUX IOP HCIIOJb3YIOT
Huskue 1036l ACK (< 100 Mr) gaxe mpu HaTUYUU TS-
JKEJIOM MoYevyHol HeJgocTaTouHocTU. HecTepouaHblie
npoTtuBoBocnaauteabHbie JIII, cBsI3aHHBIE € MpPO-
rpeccupoBaHieM 3a00JeBaHUs, CAeIyeT UCKIIOUYUTh
y nauueHToB ¢ XBII, Tak Kak mpu 3TOM CHUXaeT-
Csl TIOYEYHBI KPOBOTOK B pe3yJibTaTe YMEHBIICHUS
CUHTEe3a MpocTarjaHauHoB [91].

AHTaroHucTtsl peyentopa AA® P2Y12

Peuenitop P2Y12 — 310 MosekynaspHas MUILIEHb
aHTUTPOMOOIIMTAPHBIX IPEIIapaToOB, B YACTHOCTH, TH-
€HONMUPUINHOBLIX coennHenunii. Cesi3piBanue AJID ¢
peuentopamu P2Y12 mpuBoauT K akTUBauuu Oenka
Gi, 610Kame ageHUJIATUMKIIA3bl, CHUKEHUIO KOJIMYe-
crBa TAM®, aktuBauun PI3-KnHas3bl, 4TO COMPOBO-
JKIAeTCsl MOBBILIEHHOM AerpaHyIsiueil TPOMOOLIUMTOB,
npoaykuueir TpombokcaHa. JleiicTBUe aHTaroHUCTOB
peuenitopa AP P2Y12 (TukionuanHa, KIOTUAOTPE-
JIsI, TIpacyrpesisi) OCHOBaHO Ha TOM, YTO MPOMCXOAUT
MPUCOCINHEHNE K IMCTEMHOBEIM CYJIb(OTUIPHITh-
HBIM aMWUHOKWCJIOTHBIM OCTaTKam perienitopa P2Y12
IUCYAb(GUIHOTO MOCTHKA, YTO HEOOpaTMMO H3Me-
HSET ero KOH(POPMAIIMOHHYIO CTPYKTYpY, IIPU 3TOM
YMEHBIIIAETCS KOJIMYECTBO MecT cBsi3biBaHus AID. YV
naueHToB 4-i u 5-i craguu XBII npuMeHeHue aH-
TaronuctoB P2Y12 orpanunyeHo. Knonugorpeiab pe-
KOMEHIYETCSI ¢ OCTOPOXKHOCTBIO MCIIOJb30BaTh IPU
XBIT [92]. ®apMakOKMHETUKA aKTUBHOTO METa0O0JIM -
Ta Tpacyrpeisi OAMHaKoOBa KakK Yy 3IOPOBBIX JHUII, TaK
W Y MAlIMEHTOB ¢ HapyMEeHUSIMU (YHKIIUM MOYeK. Y
namueHToB 5-i cranuun XbH BozneiicTBue akTMBHO-
ro MetabojuTa Mpacyrpesisi CocTaBisgeT ToJbko 50 %
addekTa Mo CpaBHEHUIO CO 3IOPOBBIMU TAIIMEHTA-
MM, OJHAKO 3TO HE MPUBOAUT K CYIIECTBEHHBIM W3-
MEHEHUsIM B arperauuy TpomMoOouuToB mocie AID-
ctuMysiiuu [93]. B cooTBETCTBUM ¢ 3TUM IIpacyrpelib
HE PEKOMEHIYeTCs MCMOJIb30BaTh, TaK KaK MMEETCS
OrpaHUYEHHBIN OIBIT €ro MPUMEHEHUS y MalieHTOB
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Ta6bnuya 3. TepaneBTu4Yeckasi cTpaTerus NPy ypemMun4eCckmux KpOBOTEe4YEeHUSIX

ddpdeKT
JleyeHue Moka3aHua Jo3a
Crapt Muk KoHen

TpaHcdyauna Kpo- | [podunakTnka KpoBoTeYe- B cooTtBeTcTBUM YyutbiBaTh NPOAOS-
BUW WK 3PUTPO- HWI Yy NALMEHTOB C BbICOKUM C TAXKECTbIO aHe- HUTENbHOCTb KU3HM
LMTOB PUCKOM aHEMUHU MUK 3pPUTPOLIUTOB
Pekom6uHaHTHbIM | [TpodurnakTnKa KpoBoTeYye- 35-50 Ea/Kr
3PUTPOMOITUH HWI Y NALMEHTOB C BbICOKUM
yesnoBeKa PUCKOM aHEMUH
Kpuonpeuunutat | OcTpble aNn304bl KpoBoTEYE- 10 nakeToB 14yac | 4-12yacoB 24-36 4acoB

HUS
[JecmonpeccuH OcTpble ann304bl KpoBOTEYE- 0,3 MKr/Kr 1 yac 2-4 yaca 6-8 yacoB

HUS
KoHblormpoBaH- bonblwne onepaunn nam Koraa 0,6 Mr/Kr/neHb 6 ya- 5-7 oHen 21-30 gHen
Hble 3CTPOreHbl TpebyeTcs AUTENbHbIN 3DDEKT |  (AUTENbHAsA UH- CcoB

dy3ua B TeveHune
5 nHewn)

5-11 ctaguu XBH. TukinonuauH y 60J1bHBIX C TIOMEPY-
JIOHe(PUTOM MOHMXKAET IPOTCUHYPUIO ¥ YBEJTUUUBAET
KJIMPEHC KpeaTUHUHA.

AHTAroHUcTbl ramkonporemnHos GPlib/Illa

HNnsa abuukcuMaba He TpebyeTcsl peryjaupoBaHUs
JI03bI B COOTBETCTBMU C (DYHKIIMEH IMOYEK, TaK KaK OH
OBICTPO yHaJsIeTCsl PETUKYJIOIHIOTENATbHONW CUCTE-
Moit m3 umpKyaaunu [94]. OgHako TTOTCHIIMATBHBIN
PUCK KPOBOTCUCHUS YBEIUUMBACTCS Y MALIMEHTOB 4-1
cragun XBH, KoTopbie UCTIONB3YIOT abLIMKCHUMA0, IT0-
3TOMY €ro HeOOXOAMMO ITPUMEHSITh TOJIBKO TTOC/Ie TIIA-
TeJbHOI OLIEHKHU PUCKOB U IPEUMYIIIECTB. Y MallueHTOB
3-it m 4-11 cranuii XBIT knupenc antugudaTraa yMeHb-
maetcst Ha 50 % ¥, COOTBETCTBEHHO, YPOBEHD B IJIa3-
Me yBeJuuMBaeTcs B 2 pa3a. B ¢BsI3u ¢ 3TUM OCHOBHas
Jo3a anTrududaTuIa 10KHA ObITh yMeHblIeHa ¢ 2,0 10
1,0 MKT/KT/MUH y TMallMEHTOB C KJIMPEHCOM KpeaTH-
HuHA oT 30 mo 50 mur/MuH [95]. Micionb30BaHME 3TOTO
JITT y GonbHBIX ¢ Oosiee TsoKesol (popMoll MOYeUHON
HEIOCTATOYHOCTH TPOTUBOITOKA3aHO. DJIMMUHAIINS
TUpodrbaHa 3aBUCUT OT MTOYEYHOM aKcKkperuu [96]. Y
MAalMeHTOB ¢ 4-1i cTaaueil MOYeYHO HEAJOCTATOYHOCTH
CKOpPOCTb MHGpY3UU TUpodudana momkHa ObITh oT 0,1
1o 0,05 MKr/Kr/MUH.

IV. AekapcTBeHHble npenaparbl
AAS Ae4YeHNnd ypemMniyeCckKkunx
KpPOBOTEYEHUU

J1J1s1 IpeI0TBpAILEHUST KPOBOTEUEHHUSI Y YPEMUUECKIX
MalMEeHTOB, B TOM YKCIIE y TIAIIMEHTOB HA IUATA3E U C aHe-
MUei, MOTYT ObITh UCITOJIb30BaHbI IECMOMPECCHUH, KPUO-
TIPELUIUTAT ¥ KOHBIOTUPOBAHHBIC 3CTPOTEHHI (TA0T. 3).

Ananms

HNuanu3 siBjsieTCsl CTaHIAapTHOUM Tepamueir mpu
YyPEMUUECKUX KPOBOTCUCHMSIX. TeM He MeHee Ipu
MCII0JIb30BAHUM J1MaJiM3a HEBO3MOXHO aJ€KBaTHO

KOppeKTHUpoBaTh BpeMsi KpoBoreueHust [97]. Tax,
IIpU TeMOJuaIn3e KOPPEeKIUsI BpEMEHU KPOBOTEYE -
HUS IPOUCXOAUT ToJIbKO B 30—50 % ciydaes [98], B
TO BpeMs KaK HalMeHThbl Ha MEPUTOHEATbHOM Aua-
JIN3e UMEIOT, KaK IPaBUIJIO, MEHbIIIE TIPOOJIEM C KPO-
BoTeueHUeM [99].

AHemusi

AHemug BrniatoreHese ociaoxHeHuit XbIT u npen-
ITOJIOKEHKE O €€ BO3MOXHOM OTPHUIIATSIILHOM BJIH -
STHUM Ha MPOTPEeCcCCUpOBaHUe 3a00JICBaHUS JICKUT B
OCHOBE TOUYKHU 3pEeHHUS, 000CHOBBIBAIOIICH I1€JIECO-
00pa3HOCTb U HEOOXOJAUMOCTb €€ KOppeKLUU Ha
panHux cragusax XbII. B HacTosiee Bpems oO1e-
MpU3HaHa HEOOXOAMMOCTb JICYEHHUSI aHEMMU Ha
noavanudnbix ctaausax XBII. I1pu aTom Bompoc o
KOHIIEHTPALIMU TeMOrjobruHa KpoBM, IPU KOTOPOU
cjienyeT HauMHaTh KOPPEKIIMI0 aHEMUM, OCTAEeTCS
IVCKYCCUOHHBIM. ITo MHEHMIO OTHUX aBTOPOB, OHA
ITOKa3aHa NMpW KOHIEHTPAIlMKA TeMOTJIOONHA HUXKE
120 r/n, omHaKO APYTUE MCCIENOBATENN, C YUETOM
BBICOKOIl CTOMMOCTHU JICUCHHS SPUTPONOITHHOM,
CUMTAIOT TIOKa3aHMEM K Hayajly Tepamuu Oojee
HM3KOe cojepxKaHue reMorjioouHa B KpoBu. [Ipu
IJIMTEJbHBIX KPOBOTEUEHUSIX HEIMOCPEACTBEHHO
caMa aHeMUsI CITOCOOCTBYET TeHICHIIUU K KPOBOTE-
YyeHU110. B oCcTphIX cllyyasix moka3aHo MepeauBaHKue
SpUTpouUUTapHOil Macchl. OgHAaKO PUCK, CBSI3aH-
HBII ¢ IepeIMBaHUEM, SIBJISIETCSI OYeHb 3HAYUTEb-
HBIM. [lepenrmBaHMe KPOBU MM ITPOAYKTOB KPOBU
MOXET UMETh psia MoOOUYHBIX 2(PPEKTOB: Mepeaadya
BUPYCHBIX UH(EKIINI, 0O0pa3oBaHUEe UHTUOUTOPOB
¢dakTOpOB CcBEePTHIBAHUS, aHADMIAKTUICCKUUA TTOK
B ciyuyae nmedpunuta IgA. Insg mIMTeabHOM Tepanun
ypeMHUUYECKOM aHEMUHU PEKOMEHIYETCSI BHYTPUBEH-
HO€ WJIM MOAKOXHOE BBEeIeHNE PEKOMOMHAHTHOIO
sputponoatuHa ot 35 1o 50 En/xr 3 pasa B Heneswo
(Taba. 3).
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AecmornpeccuH

HecmornpeccuH (1-pe3amMmrHO-8-D-apruHuUH Ba3o-
MPECCUH) HOPMaIM3YET BpeMsl KpoBoTeueHus vy 75 %
MalMeHTOB C XPOHMUYECKOW MOYEYHOM HEeZOCTaTOd-
HOCTBIO. Y MalMeHTOB C ypeMuei OblIo 0OOHApyKeHO
CHUXXEHWE WJIN TIOJITHOE OTCYTCTBUE B TuiazMe (haKkTo-
pa Busie6panna, a B tpomGomutax — 50 % oT HOpMBI
[100]. decmompeccuH yBeIUUYMBAaeT YPOBHU (paKTOpa
VIII u ¢pakropa Bunnebpanga B 10303aBUCHMOM 1A~
nazoHe. [Ipu 3TOM TakKe YBEJIMUYMBAETCS YPOBEHbB
aKkTuBaTopa riasMuHoreHa. «OTkiauk» ¢akropa VIII
MPOMCXOIUT MOUTH Cpasy XKe Iocjie UHGY3UU AeCMO-
npeccuHa, a ¢pakropa Bunnedopanga — Ha 30—60 MuH
nosxe. JecMonmpeccuH BBOAUTCS BHYTPUBEHHO WU
MOJAKOXHO B j03¢ 0,3 MKT/KT WJIM WHTpaHa3aJdbHO B
nmo3e 30 MKr/Kr. BHYTpUBEHHBIN NyTh BBEACHUS SIB-
JisieTcs 6oJiee MPeANnouYTUTebHbIM. MHby31o necMo-
TpeccruHa O0BIYHO OCyIIeCTBISIOT B 50 M1 husmosio-
T'UMYECKOro pacTBopa B TeueHne 30 MuHYT. Bo3MoxHO
TakKKe IMOJKOXHOE BBeIeHUEe aecMmorpeccuHa (6 M
pactBopa). [lociae BBemeHUsT meCMOIpecCHMHA BpeMs
KPOBOTEUECHMSI 3HAUUTEIIbHO YKOPAUMBAETCsI, OMHAKO
JIeiicTBUe ucye3aeT B TeyeHue 6—8 yacos. B Esporre
JIECMOIIPECCUH YacTO HMCIOJb3yeTCsl B KOMOMHALMU
C aHTU(UOPUHOJIUTUYECKUMU TIpenapataMu, HO 3TO
MOXET ITOBJIeYb 32 CO0OM PUCK Pa3BUTUSI TPOoMOO3a.
HexoTtopsie ncciaenoBarenu mojaraioT, YTO BBeIeHUE
JIECMOIIPECCUHA UHTPpaHA3JIbHO (Hampumep, 20 MKT)
MOXeT OBITb 3()(EKTUBHBIM B KAUECTBE JICUCHUS KPO-
BoTeueHUH y meteit [101].

KOHBIOrMpPOBAHHbIE 3CTPOreHbl

Jns ocTaHOBKM KPOBOTEUEHUSI y YPEMUUYECKUX
MallMEHTOB KOHBIOTMPOBAHHBIE 3CTPOTEHBI Havyalu
MPUMEHSTh COBCeM HenaBHO. KOHBIOTMPOBAaHHbBIE
3CTPOTeHBbl MPUMEHSIOT KaK KPOBOOCTAHABIUBAIO-
mwue JIIT npu kpoBoteuyeHusix u3 KKT, BHyTpuue-
pPEMHBIX KPOBOTEYEHUSX WJIM OOJBIINX OIEpaLMsIX.
17 -acTpaanos okasajicss Hauboaee aKTUBHBIM KOM-
IMOHEHTOM MpPpU KOPPEKIUU KpoBOoTeueHUs. DbbdeKkT
3CTPOTEHOB B TIEPBUYHOM TE€MOCTa3e OIOCPEIyeT-
cs 4Yepe3 pPELEeNTOPHBIN MeXaHW3M, TMPU KOTOPOM
ACTPOTEHBI MPOHUKAIOT B KJIETKY M CBSI3BIBAIOTCS C
BeICOKOA(DDUHHBIM perienTopoM Oefika B IIUTO30JIE.
B pesynbraTe 0Opa3oBaBIIMiICS 3CTPOTeHOETKOBBIN
KOMIIJIEKC TIepeMEeNIaeTcsl B SAPO KIETKU C TToCaeny-
olIel nHAYKIMer cnenuduueckoit marpuuHoit PHK
[102]. TpoMOOLUTHI HE 00J1aAaI0T CIIeU(PUISCKUMU
pelienitopamu st actporeHoB. CyniecTByeT psif 10-
Ka3aTeJbCTB TOTO, YTO SHIOTEIUAIbHBIC KJIETKU U
JIEMKOLIMTBI MMEIOT 3CTPOTeHOBBIE PEIENTOPHI, HO
TOYHBII MeXaHU3M, B pe3yjbTaTe KOTOPOIO 3CTPO-
TeHBl KOPPEKTUPYIOT YpeMHMYECKOe KPOBOTEUYEHUE,
no cux 1mop He siceH [103]. PekoMeHIyeMBbIll pexum
JIO3MPOBAHUS TIPelycCMaTPpUBaeT UH(PY3UI0 KOHBIOTH-
poBaHHOro acTporeHa 0,6 MI/Kr B cHb B T€UEHHUE 5
nHei noapsiia. Mcronb3yst 9TOT MPOTOKOJ, YMEHbIIIe-
HUE KPOBOTEUEeHHUS HaOJI0IaeTCsl MpUMEPHO uepes 6
4YacoB MocJje NMepBoTro NMpremMa, a MaKCUMalIbHbI 3(-

¢exT mocturaetcs uyepes 5—7 aHeil. M3-3a 3apepkku
Hayvajia IeiCTBUS KOHBIOTMPOBAHHBIC 3CTPOTCHBI HE
OYEeHb IIMPOKO MCIIOIB3YIOTCS B TepaNeBTUUYECKOM
mpaktuke. I[Ipym TIpOJIOHTUPOBAHHBIX KPOBOTEUYE-
HUSX Tepalmruio KOHBIOTUPOBAHHBIM 3CTPOTCHOM
HEOoOXOIMMO HAUYMHATh OJHOBPEMEHHO C OBICTPO-
npetictByromumu JITI, TakuMu Kak JeCMOMNPECCUH U
KpuoIpeuunurar. beita mokaszaHa 3dOEeKTUBHOCTD
IepOPaIbHOIO0 HUCIOJIb30BaHUS KOHBIOTMPOBAHHO-
ro actporeHa B g0o3¢ 50 MT B icHb B TeueHUe 7 THEI.
HMMeroTcss peKOMeHAalMu, COTJIaCHO KOTOPBIM ype-
MUYECKHE MallMeHThl ¢ MPOJOHIMPOBAHHBIM KPOBO-
T€YEHMEM JOJIKHBI MCIO0JIb30BaTh TPAHCAEPMAJIbHYIO
Tepanuio ¢ actporeHoMm (100 mkr/24 4) 3a 2 Hexenu
rnmepes KaKMM-JIHOO XUPYPrUUEeCKUM BMeIIaTelb-
ctBoM [104].

Kpunonpeuyunnurar

NHudy3usa kpuonpenunurara ¢ 00JbIIUM COAEePXKAa-
nueM ¢akropa VIII u dakropa Buinebpanga moxet
COKpAaTUTh BpeMs KPOBOTCUCHHsSI Y MHOTHMX ITallMeH-
TOB Cc ypemueil. OmHakKo KpOBOOCTAaHABIMBAIOLIWIA
9hGhEeKT KpUOMpeLUIuTaTa SBISETCS IepeMeHHOI
BesMurMHON. HekoTopble MalMeHThl ¢ YpeMUIEeCKUMU
KPOBOTEUEHUSIMUA HE OTBEUAlOT Ha 3Ty Tepamnuio [97].
DTO corjacyeTcs ¢ KOHIEMIUed 0 TOM, YTO MaTore-
He3 YPeMUYECKNX KPOBOTEUEHU OUYeHh MHOTOPAaHEH.
KpuronpenunuraT qoJKeH TPUMEHSTBCS IS TeX Ma-
IIMEHTOB, KOTOPbIe HE PearnupyloT Ha JECMOIPECCUH
WU KOTOPBIM JIECMOTIPECCUH TMPOTUBOTIOKAa3aH. s
IMAIIMEHTOB C KPOBOTEUCHUEM PEKOMEHIYETCS BBEIEC-
Hue 10 makeToB KpUOIpeuunuraTa B TeueHue 60 MuH.
IMukoBasg KoHLeHTpaLUs gocTUTaeTcs ot 4 no 12 ya-
coB. Kak u ¢ npyruMu mpomykKraMu KpOBH, 3TO Jieue-
HUE MMEeT PUCK Mepeaauyd MHGOEKUU, TPOsSBICHUS
PEIKMUX aJUIePIMYeCKUX WU aHaDUIAKTUUYECKUX pe-
akiuii. MoxeT UMETb MECTO CepoJIorhyecKasi Heco-
BMECTUMOCTb M3-3a MPUCYTCTBUS M30ArTIIOTUMHUHOB
SPUTPOLIUTOB.

Takum 00pa3om, i1 IMATHOCTHKA CHCTEMBI FeMOCTa-
3a Mpu HapyImeHun (PyHKIUK NoYeK HeoOX0MMO OCHOBbI-
BaThCS HA COBPEMEHHBIX MPEICTABJIEHUAX 0 MEXaHM3MAX
CBEPTHIBAHUS KPOBH.

1. T'emocta3 oOecrneymBaeTcs B3aNMOIEVCTBUEM
KJIETOK KPOBM, CTEHKM COCYIOB M IIJIa3MEHHBIX (PaKTO-
POB.

2. AKTUBUPOBAHHBIE TPOMOOLIMTHI U MEMOpAHBI TTO-
BPEXIEHHBIX KJIETOK Y4aCTBYIOT B (hOPMUPOBAHUU Te-
Ha3HOIO U MPOTPOMOMHA3HOTO KOMILIEKCOB, KOTOPbIE
o0ecreuyrBaloT 3HAUYMTEJIbHOE YCKOPEHME IIpoliecca
CBEpTHIBAHMUSI.

3. BHeurHuit 1 BHyTpEHHU I TTyTH aKTUBAIIMHY CBSI3a-
HBI IPYT C IPYTOM.

4. Benymast posib B MTHUITMALIMY CBEPTHIBAHUSI TIPU -
HaIJICKUT TKaHEBOMY (haKTOPY (BHEIIHUI MYTh).

5. 'eneparmsa TpoMOMHA SIBIISIETCS KJIIOUEBOM peak-
1IMe reMoCcTasa.

6. I'eHepalus TpoMOMHA TIPOMCXOIUT B JBa 3Tarla:
MOSIBJICHUE HEOOMBIIOro KOJIMYeCcTBa TPOMOMHA B (pa3e
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Ta6nuya 4. O6GLYMI anropuTm UccaenoBaHns reMocrasa

JTtan uccnepoBaHus Uccnepyembie noKasarenu Hopma

HayvanbHbIn 1. TpoM60OLUTbI (KONNMYECTBO) 180-350 x 10°/n

2. NMpoTtpomburHOBOE Bpems, MHO 12-14¢;

0,9-1,1

3. A4YTB 26-36¢

4. dnépuHoreH 2,0-4,0r/n
PacwunpeHHbin 1. TpoM60LUTbI (KONMYECTBO) 180-350 x 10°/n

2. MpoTpom6uMHOBOE Bpems, MHO 12-14¢;

0,9-1,1

3. A4TB 26-36¢

4. dnépuHoreH 2,0-4,0r/n

5. TpoM6GUHOBOE BpeMs 14-18c

6. D-ognumep <500 Hr/™Mn
Yrny6neHHbln 1. MpotenH C 69-134%

2. MpoTenH S 63-135%

3. AHTUTPOMOUH Il 80-120%

4. ArperaLiMoHHas aKTMBHOCTb TPOMOOLIMTOB

5. l[eHeTU4YecKn aHanun3s

6. AHTUdochoONUNUAHbIE aHTUTENA

7. ToMoumcTENH

WHHUIIAAIIAN U «TPOMOMHOBBINM B3PBIB» B (ha3e pacrpo-
CTpaHCHUSI.

7. B mpoliecce aKTUBALMM CBEPTbIBAHUSI KPOBU U
¢dopMupoBaHUsT GUOPUHOBOTO CTYCTKA B KPOBM ITOSIB-
JISIIOTCSI MOJIEKYJIbI, CBUIIETEIbCTBYIOIINE 00 3TUX IIPO-
1eccax, — MapKepbl aKTUBaIIM CBEPThIBAaHMSI.

Hnsa Bpauyel-KIMHULKUCTOB U Bpaudeil-Hedposioro
Yy 3I0POBBIX U YPEMMYECKUX IMALMEHTOB Mpujaraercs
O0LIMIt aIrTOPUTM MCCIeIOBAaHUSI CUCTEMbI T'eMOCTa3a,
TPY UCIIOJIb30BAHUHM KOTOPOTO BO3MOXHO aleKBaTHO
Ha3HAYUTh Teparuio B 3aBUCUMOCTU OT TPOMOOIMOO-
JIMYECKOTO COCTOSTHUS VJTH KPOBOTEUCHMS (Ta0II. 4).

HQ4yQAbHbIV 3TAN UCCAEAOBAHUS TeMOCTA3d

Ecnu 3nauenusi Bcex 4 mokaszaTesieil HavyaabHO-
ro 3Tana He OTIMYAIOTCA OT HOPMBI MIPU OTCYTCTBUU
Kano0, aHAMHECTUYECKUX YKa3aHUM U KIIMHUYECKUX
CUMIITOMOB, TO HAPYILLIEHUI reMOoCcTas3a HerT.

Ecnu 3HaueHust Bcex 4 mokasaresneil HayaabHOTO
aTarna He OTVIMYalTCsl OT HOPMBI TTPU HAJTMYUHU KaJl00,
AHAMHECTUYECKUX YKA3aHUN WIM KIMHUYECKUX CUM-
MTOMOB, TO HEOOXOIMMO B IIJITAHOBOM TTOPSIIKE PaCIIn-
PUTH 00BEM UCCIEIOBAHUIA.

Ecnu 3naueHus Bcex 4 mokasaTeseil HA4aJaIbHOTO
Tana OTJIMWYAIOTCS OT HOPMBI HE3aBUCUMO OT Ha-
uaus (MM OTCYTCTBUSI) Xajno0, aHAMHECTUYECKUX
YKa3aHUM U KIMHUYECKOU CUMIITOMATUKU, Yy TalU-
€HTa UMEIOTCS HapylleHUs reMocTasa. Takue manu-
€HThI HYK/1AI0TCS B paclIUPEeHU U 00beMa ucciie1oBa-
HUI remocrasa.

Ecnu 3HaueHus1 0MHOTO, IBYX UJIY TPeX IoKazaTteei
OTJIMYAIOTCS OT HOPMBI, TO UMEIOIIEHCST MHMOpMAIIUN
HEIOCTaTOYHO TSI MPUHSTUS AUATHOCTUUECKOTO pe-
meHust. Takoil MmalueHT HyxXKaaeTcsl B TJITAHOBOM pac-
U PEeHUHU 00BbeMa UCCIeIOBaHMI reMocTa3a.

PacuwmpeHHoOe nccaeasoBaHMe reMocTasa

PacimipeHHoe uccienoBaHue BBITIOIHSIIOT MPU Ha-
JIMYUU OTKJIOHEHUsI OT HOPMBI [TOKa3atesieil HauaJlbHOTO
9Tarna ucciieIoBaHUs TeMOCTa3a: aToJIOTUsi CBEPThIBAIO-
IIel CUCTEMBI Y POJICTBEHHUKOB, MEHOPPAruu, S1NU301bI
KPOBOTEUEHHs U3 HOCa, IECEH, 00pa30BaHKe KPOBOIIO/I -
TEKOB, 3a00JIeBaHNE KPOBETBOPHBIX OPTAaHOB M TICUEHH,
BapuKo3Hast 00Je3Hb, HAPYIIEHUE JTUMTUIHOTO OOMEHA,
caxapHbBIi TrabeT, He)pOTUIECKUIT CMHAPOM, 3abore-
BaHUE JbIXaTeJIbHON CHUCTeMBbI, aJIKOTOJIbHASI U IpyTrue
BUJIbI MHTOKCUKALIUM, TTpoduIaKTuIecKasi aHTUKOary-
JISHTHAs1 ¥ TIPOTUBOTPOMOOTHYECKASI TePATTHSI.

Yray6aeHHoe uccaepAoBaQHUE reMoCcTasa

YrnybneHHoe wWccienoBaHWE BBIMTOJHSIIOT BCEM
nauveHTaM C HapylleHWeM TeMocTa3a IS UCKIo-
YEeHUs WIM MOATBEPKACHUS CIEIyIOLIEN IMaTOJOTUM:
npu KpoBoTounBocTu (dakrop Buiutedpanma (akTuB-
HOCTbB), (haKTOpPHI CBEPTHIBAHUS (AKTUBHOCTH)), TIPU
TpoM0b03ax (aKTUBHOCTh aHTUTpoMOMHA 11, TpoTenHa
C u S), reHeTHYECKMIT aHAN3 (MyTallXs IIPOTPOMOMHA
G20210A, dakropa V JleiineHa), roMOIIMCTeNH, BOJTYA-
HOYHBIN aHTUKOATYJISTHT, aHTU()OCHONUTTUIHBIE AHTHU -
Tena.
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KepiBHMK NP OEKTy CreLiaAi30BAHOro MeAnYHoro LeHTpy «Ontuma @apm», M. Kuis, YkpaiHa

CUCTEMA FTEMOCTA3Y TA Tl PEFTYAGLIS NMPU NOPYLWEHHI ®YHKLIOHAABHOI 3AATHOCTI HUPOK

Pestome. [Ipu pi3HUX TOpyIIEHHSIX (DYHKIIIOHYBAaHHS HUPOK
CTIOCTEPITa€ThCSl 3MiHA CUCTEMU TeMOCTa3y, L0 MOXE TPOSIB-
JISITUCST Y BULJIsIAI TpoMOO3iB 200 KpOBOTeY. Y LMX Ipolecax
OepyTh yyacTh €HAOTENiil CyInH, TPOMOOIIUTH, TUIA3MOBI OiLIKU
CUCTEM 3TOpTaHHsS i TpoTusdroptaHHs. Jlasg Kopekuii mopy-
LIEHb I'€MOCTa3y B YPEMiYHMX MALI€HTIB MpPU TrinepKoaryssiii
3aCTOCOBYEThCSI aHTUTPOMOOTMYHA Teparlisi (aHTUKOATYJISIH-
THW, AHTUArperaHTu), a IMpU KpOBOTEYaX — JECMOIPECHUH,
KpiOTpennIiTaT, KOH I0TOBaHi €CTPOTeHU, PeKOMOIHAHTHU I epu-

TPOMOETHH JIIOIUHHM, TpaHChy3ish epuTpolnTiB. PeKoMeHIyeThCs
JITOPUTM TOCHIIKEHHSI CUCTEMU TeMOCTa3y, MpU BUKOPUCTaHHI
SIKOrO MOXKJIMBO aJ€KBaTHO MPU3HAYUTH Tepariilo 3ajexXHO Bil
TPOMOOEMOOTIYHNX a00 TEeMOPATiYHUX YCKIIATHEHbD.

KuouoBi ciioBa: remocTas, nmopyueHHs (pyHKIii HUPOK, TPOM-
OOLIMTH, KOATYJSILIMHUN KackKal, aHTUKOAryJIsiHTH, aHTUarpe-
TaHTHU, Teparis ypeMiYHUX KPOBOTEY, aHTUTPOMOOTUYHA Tepartist
B YPEMiUHUX MAaIi€HTIB, AJITOPUTM JOCIIKEHHSI CUCTEMU TeMO-
crasy.

Melnyk O.O.

Project Manager of the Specialized Medical Center «Optima Pharmy, Kyiv, Ukraine

HEMOSTATIC SYSTEM AND ITS REGULATION IN DISORDERS OF RENAL FUNCTION

Summary. In various violations of kidney function, there is
a change in the hemostatic system, which can manifest itself in
the form of thrombosis or bleedings. In these processes, vascular
endothelium, platelets, plasma proteins of clotting and anti-clotting
systems are involved. For correction of hemostatic disorders in
uremic patients, the antithrombotic therapy (anticoagulants,
antiplatelets agents) is used in hypercoagulation, and desmopressin,
cryoprecipitate, conjugated estrogens, recombinant human

erythropoietin, transfusions of red blood cells — in bleedings. The
algorithm for the study of hemostatic system is recommended, in
its use it is possible to prescribe adequate therapy depending on the
thromboembolic or hemorrhagic complications.

Key words: hemostasis, impaired renal function, platelets,
coagulation cascade, anticoagulants, antiplatelet agents, uremic
bleeding and antithrombotic therapy, antithrombotic therapy in
uremic patients, hemostasis system research algorithm.
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