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Bonpochl:

O PYHKUMKU CUCTEMbI FreMOoCTasa?

O Jlokanmnsayma cUcTembl remocTasa’?

O 3BeHbA CUCTEMbI FEMOCTa3a’?

o lMyTn obpaszoBaHMA NPoTPOMbUHA3bI?
O PYyHKUMA NPOTPOMOUHA3BI?

O ®yHKUMA TPOMOUHA?

O OyHKUMA PnbpuHa?

O OYHKUMA NAA3MUHA?




Koraa Heobxoammo uccnepgoBaHue CUCTEMDI
remocrasa?

o MpegnonoxkeHme o HaAnYMM TPomb03a,
BblABNEHME NPUYNH TPOMbO3a

0 KpoBoTeueHus — onpeaesieHne BO3MOXKHbIX
NPUYUH N GYHKLUMNOHANbHbIX HAPYLLUEHNM

O unarHoctmnka ABC-cnHapoma

O JTabopaTOpPHbIN KOHTPO/Ib AHTUTPOMDOTUYECKOMN
Tepanmu

O OueHKa AO0NYCTUMOCTU ONepaTnBHOTO
BMeLWaTe/1bCTBAd




TpeboBaHUA K nabopatopHbim
Tectam

O TeCT 4O/1IXKeH UMeTb YCTaHOB/IeHHbIE:
o [MarHoOCTUYeCKyto 3HAaYMMOCTb
o YyBCTBUTE/IBHOCTb
o CneundunyHOCTb
o MeToa KannbposKku (cTaHAapTM3aLMK)

o CucTemy KOHTPOA KayecTBa




KomnaeKcbl KOarynonornyecKkux
Tectos (1)

JKcnpecc-nccaeaoBaHMA B YC/I0BUAX OKA3aHMUS
3KCTPEHHOM MOMOLLN:

- Konnyectso Tpombo

T.B. Basusnosa, 2005




KomnaeKcbl Koarynonornyeckumx
TectoB (2)

Koarynorpamma CKpUHMHroBas:

- Konunyectso TpombounToB
- AT

T.B. Basusnosa, 2005



KomnaeKcbl KOarynonornyecKkux
Tectos (3)

Koarysnorpamma pasBepHyTan:

- Konunyectso TpombounToB
- AYTB

T.B. Basusnosa, 2005




KomnaeKcbl KOarynonornyecKkux
TectoB (4). KpoBOTOUMBOCTD

CKPUHUHIOBbIE TECTbl:

- Konunyectso
Tpomboumntos

- Masok
nepudepunyeckon Kposu
- AYT

JlononHunTenbHble TecTbl:
- ®akTop BunnebpaHaa

v/

-~ AKTUBHOCTb

- AHTUTEeH

T.B. Basunosa, 2005



KomnaeKcbl KOarynonornyecKkux
TectoB (5). TpomboobpasoBaHue

CKPUHUHIOBbIE TECTbl:

- Konunyectso
Tpomboumntos

- AYTB
-

lononHuUTeNnbHbIE TecCTbl:
= AHTUTPOMOUH I
= [poteunH C

- BA — KOPPEKLMOHHbIN U
noATBepXAatoLWmnn TecTt

- adNl-

v/

T.B. Basunosa, 2005



OcobeHHOCTU NpeaHaNInTUYECKOro

3Tana (1)

NpeaHanutTuyeckme pakropbobl BaunaHue

Bpema cyToK

Mprem nepopasibHbIX KOHTPALENTUBOB
AnutenbHbii cTa3 (bonee 3 MUHYT)
CTpecc, dpm3nyeckas HarpysKa

MonoxeHune Tena
T +18-+24 °C B TeyeHue 8 yacos
T+4°C

Ankorosnb

KypeHune

1 MAM-1 B HOYHOe Bpems B
| KOHUEHTpaLMK $paKTOPOB CBEPTbIBAHUA

1 aKTUBHOCTW PaKTOPOB CBEPTbIBAHMUA
| yposHa AT llI

1 dmnbpuHonutTnyeckon aktmsHoctm, ®I, AT llI
| AYTB, B

1 GMbpUHOANTUYECKON aKTUBHOCTK, aKTuBHOCTM VIII, OB
| AYTB

1 KOHUEHTPaUNKN GaKTOPOB CBEPTLIBAHWUSA B NONOXKEHUN CTOA
| akTmBHoCTM dpakTopos VIII, V, IX (T A4TB)

1 aktmBHocTM dpaktopos VII, XI, XII

1 MAN-1

L AT III, ®F

1 MAN-1, t-PA, T
L




OcobeHHOCTU NpeaHaNInTUYECKOro
3Tana (2)

O AHTUKOoarynaHTt — 3,8% uutpart HaTpuA
0 CooTHoweHMe KpoBb:uuTpaT = 9:1 (npun Ht 40-45%)

O XpaHeHue npob KpoBu — He 6onee 45 MUHYT Npwu
KOMHATHOM TemnepaType

o UeHTpudyrmposaHue 10-15 muH npu 3000 06/muH

O BbibpaKoBKa npob
o C HenpaBUAbHbIM COOTHOLLIEHMEM KPOBb/LUUTPaT
o CBMAMMbIMU CryCTKamu pnbpunHa

o Cremonnsom




KoarynauuoHHoe 3BeHo. AHTB

AYTB — aKTUBMPOBAHHOE YacTUYHOE
TpombonnactuHoBoe Bpems. OTparkaeT akTUBHOCTb
baKTOpPOB BHYTPEHHErO NyTW. TecT YyBCTBUTE/EH K
nedunuunty Bcex daktopos, Kpome VI, K renapuny, K
cneynPuyecknm n Hecneundbuvyeckmum
NHTMbUTOpPam.

Tect npepnoXxeH B 1953 roay.




KoarynauunoHHoe 3BeHo. AHTB

Pochonmnumapl:

Coesble

"KNBOTHbIE MoHbI Kanbumsa:
dpUTpoLUTaAPHbIE Xnopua Kanbumsa

AKTMBaTOP: O /

KaonuH
Innarosas K-Ta [ — |




KoarynauuoHHoe 3BeHo. AHTB

YannHeHune AYTB — 1IBC-cuHapom, 3aboneBaHums
NeyYyeHn, MacCnBHbIe remoTpaHcdy3uu, BBeaeHue
aHTUKOArynsaHTos, Aedununt pakTopos
CBEepPTbIBaHUA, AePNUMT BUTaMUHA K, npucytcTeme
MHITMBUTOPOB CBEPTbIBAHMA, Hannume BA,
nenkemus, remopuama.

YKopouyeHue AHTB — runepKoarynauma, puck
Tpomb03a.




KoarynauymoHHoe 3BeHO.
MpoTpombuHoOBOE Bpems

OTparkaeT aKTUBHOCTb BHELIHEro NyTun
CBEpPTbIBAaHMA. TecT YyBCTBUTENEH K AePULUTY
dakTopos I, V, VI, X.

Tect npepnoxunn A.Quick B 1935 roay.




KoarynauymoHHoe 3BeHO.
MpoTpombuHoOBOE Bpems

TKaHeBOM daKTOPp:

TpombonnacTuH MoHbI Kanbuma:
Xnopug, Kanbuus

/




Cnoco0blI BoIpakeHusi MpoTpoMOuHOBOIro BpeMenu (I1B)

1. IIB B cekyHaax
2. IlporpomounoBbiii mHAeKc: (N 80-120%0)

7 - [ Boonopa . 100

[IBbonbroco

3. IIB mo KBuky (AKTUBHOCTH (DAKTOPOB NPOTPOMONHOBOI0
KOMILJIEKCa M0 KPUBOii pa3BeaeHus qjoHopckoii miaasmbl) N 70-110 %

4. IIporpomounoBoe oTHomieHue: (N 0.8-1.2)

ITBboavHo 0
e, =
IIBoonopa
5. Mexkaynapoanoe Hopmanuzosannoe Otnomenue: N 0,9-1,3
— MNY
[[BoonvHooo
MHO =
[IBoonopckai - ny1— niasmol




KoarynaunoHHoe 3BeHO.
MpoTpombuHOBOE Bpems.
CrtaHpapTu3auma TpombonnactmHos

0 B mupe ncnonbayetca okono 30 TpombonnacTMHOB
(Mo3r yenoBeka, bblka, KPONMKa)

O PasnnyHan 4HyBCTBUTENIbHOCTb TpOM6OI'IfIaCTI/IHOB -
pa3/1nvyHblie 3HaAYEHUA B Y O4HOTO NauuneHTa

O MexayHapoaHbI UHAEKC YYBCTBUTE/IbHOCTU —
MMWY (ctaHpaaptnsauma BO3, 1983 r.)




KoarynaunoHHoe 3BeHO.
MpoTpombuHOBOE Bpems.
CrtaHpapTu3auma TpombonnactmHos

MexayHapogHoe HopmannsosaHHoe OTHOLWeHMe

[1B 60111:H01“0MI/Iq

MHO =

[IB noHopa

MHO 0,8-1,2 y 310p0BOro 4esioBeKa

MHO 2,0-3,0 npu Tpomb03ax rnyboKmnx BeH,
3ab601eBaHMAX KNanaHoB, MHPAPKTE MMOKAPAA

MHO 3,0-4,5 npu UCKyCCTBEHHbIX KNanaHax cepaua,
npodUNaKTUKe NeroyHom ambonunm




KoarynauunoHHOe 3BeHO. B
MpoTpombruHoBasa akKTUBHOCTb No KBuKy

%
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% |Bpems

100

100 | 15
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1B =15c¢

AloHOopa

NB,=13¢; MNB,=17¢; MBy=23c

B I
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120
+0 ’\ 5312,3x1491
y =5312,3x*
IIB noHopa
"0 \ NTU = P> x 100%
60 [IB 60s1bHOTO
N \\0\
20
0 . . \‘ CEK
0 20 40 60
B, no Kenky = 115% NTN, = 115%
MB, no KBuKy = 77% NTH, = 88%
MB; no KBuky = 49% NTU; = 65%




KoarynauymoHHoe 3BeHO.
MpoTpombuHoOBOE Bpems

YannHeHue lNB — BBegeHme nepopasibHbIX
aHTUKOArynaHToB, 3aboneBaHnA nevyeHun, 4ePpuunT
ButamukKa K, 1BC-cuHapom, aepmnumnt
npoTtpombuHa, paktopos V, VI, X.

YKopoueHue NB — puck Tpombo3a




KoarynauymoHHoe 3BeHO.
dunbpuHoreH

dunbpuHoreH — | pakTop cBepTbIBAHUA,
PacTBOPMMbI BEeNOoK, HaXoAUTCA B NAa3Me U BCEX
TKaHSAX OpraHM3ma.

CUHTE3MpyeTCca B NeYEeHU U KNeTKax
PETUKYNO3HAOTENINANIbHOM CUCTEMbI (B KOCTHOM
MO3re, ceneseHke, IMMmPaTnyeckux ysnax).

buonornyeckas POJib:

O benok octpou ¢dasbl

O ®aKTOp CBEPTbIBAHUSA




KoarynauymoHHoe 3BeHO.
dunbpuHoreH
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KoarynaunoHHoe 3BeHoO. :
dubpuHoreH

Monnmepunsaumsa pubpmMH-MmoHOMEPOB
c o6pa3oBaHMe NpPofOJIbHbIX Y-Y-CBA3en

DubpUH-nonumep Crabunnmsayms 3a CUHET NnonepeuUHbIX
cBA3sen mexxay $ubpuH-noammepamm

DnbpuH AencTeuA CeAsn, popmmpyembie
naasmMmuHa Xl dakTopom

Komnnekc DDE




KoarynauymoHHoe 3BeHO.
dunbpuHoreH

TpombuH

D
o
o

200-400 mr/pn
>350 mr/pgn — puck UBC
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KoHueHTpaums doubpuHoreHa, mr/an

o

PazeedeHHas 6 10 pa3 0

rnaasma
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Bpewms cBepTbiBaHus, cek
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KoarynauymoHHoe 3BeHO.
dunbpuHoreH

MosbiweHne pnbpuHoreHa — npeTtpomboTUYECKUE
coctoanua, C, XMNH, 6epemeHHOCTb,
BOCMa/INTEeNIbHble, UMMYHHbIE, HEOMN/1IACTUYEeCKue
npoueccsl

CHukeHune pubpuHoreHa — octpbint IBC-cuHapOm,
nevyeHne GUBPUHONNTUKAMM, BPOKAEHHbIE
runodmnbpmHoreHemmnm




KoarynauuoHHoe 3BeHO.
daKTopbl CBEPTbIBAHUA

Xl

Xl

®. BunnebpaHaa
MNpekannnkpenH
KnHunHoreH

Ha3sBaHue

®dunbpuHoreH
MpoTpombuH

TkaHeBoM TpomboniacTuH
MoHbI Kanbuma
MpoakuenepuH

Va

MpOKOHBEPTUH
AHTUremodunbHbIn rnobynmH A
dakTop Kpncrtmacca
dakTop CrtoapTa

AHTUremodunbHbI rnobynmH C

daKTop XaremaHa
PrbPUHCTAbMNM3MPYIOLLNIA

®. dnetuepa
. dutyuaKepanbga

dyHKUUA

MpeawecTBeHHUK prubpuHa
MpeawecTBEHHUK TPOMbBUHA
AkTtusupyet ¢. VII

HeO6XOLI,VIMbI Ha BCEX 3Tamnax rnpouecca CBepTbiBaHNA

AkTtusupyet ¢. IX n X
AkTtusupyet ¢. IX n X
AkTtusupyert ¢. X
AkTusupyet ¢.X
AKTMBMpPYET NPOTPOMOUH
Aktusupyert ¢. IX

Aktusupyet ¢. XI n npekanamkpeunH

Crabunusupyet pubpuH

CeasbiBaeT ¢. VI, cnocobcTByeT agre3vn TpomboLUMTOB
MNepeBOAUT KUHUHOTEH B KMHWH, akTuBupyeT ¢. VIl n IX

YyactByeT B aktuBaumu . Xl

s



KoarynauymoHHoe 3BeHO.
BonYyaHOYHbIN aHTUKOAryAAHT

BA — rpynna aHturten IgG mn IgM K dpochonunmugam
O In vitro — yannHeHmne BpemeHu CBEPTbIBAHUA

O In Vvivo — CKNOHHOCTb K TpoMb03am (3a cyeT
N3MeHeHUM B cucteme npotenHa C,
NPOCTALUMUKAMHA M Np.)




KoarynaunoHHoe 3BeHoO. :
BonyaHoOUYHbIW aHTUKOAryNAHT

CKpUHUHroBble
TECTh!
TecTbl c gobaBneHMeEMm
nAasmbl
MoaTsepkaatoLimne
TECTh!

HepocTtaTouHOCTb
¢daKkTopoB?
NHrmbutopsbl?

Hecneundunueckne
MHIMBUTOPLI?

Bon4YyaHOYHbIN
AHTUKOAryNAaHT




AHTUKOArynaHTHOE 3BEHO.
AHTUTPOMOMH llI

AT Ill — cepmnHOBbIN NPOTEa3HbIN UHIMBUTOP, CUHTE3NPYETCH
B nevyeHun. MHaKkTusmpyet TpombuH, ¢. Xlla, Xla, Xa, 1Xa.

PLASMA Thrombin

CKOpOCTb peaKkuumn
YBE/IMYMBAETCA B ThiCAYM
pa3 npu pobasneHmnn
renapuHa — renapuH-
KodaKTOpHasn
aKTusHocTb AT Il




AHTUKOArynaHTHOE 3BEHO.

AHTUTPOMOMH llI

Nepuunt AT Il npusoaunt K ABC-cnHapomy, Tpomb0ambonnm
BpoxaeHHbiu geduuyut AT llI:

| KOHUEHTpaunm n akTMBHOCTH

| akTMBHOCTH

| renapuH-KoPaKTOPHOM aKTUBHOCTH
MpunobpeteHHbIN aeduuut AT IlI:

CHUXeHWe cMHTe3a

KposonoTtepA

NoTpebneHne Npu akTUBaLMU CBEPTbIBAHUA

3aboneBaHUA NeyeHu

BBegeHue renapuHa




AHTUKOQrynaHTHOE 3BEeHO. B
AHTUTPOMOMUH lIl. KnotTnHrosbit mertop,

TpombuH dunbpunHoreH %
120
100 -
T
80 //
60
/
40 /
20
0 T 1 CeK
0 20 40 60

®dnbpurHoreH




AHTUKOQrynaHTHOE 3BEeHO.

AHTUTPOMOMUH lIl. XpomoreHHbIN meTop,
1. AT lll + TPOMBWH = [AT lll-TpombuH] + TPOMOUH

2. TpooMbUH + xpomoreH = pNA <

%
120

80-120%
80-120%

90

60

30

0




AHTUKOArynaHTHOE 3BEHO.
Cuctema npoteunHa C

PROCOAGULANT Clotfting ANTICOAGULANT
Cascade
Inhibition ;
_______________ ]
¥
[MpoTtenH C, npoTteunH S, Protein S i
TPOMBWH, TPOMOOMOAYNNH — |  Eibrinogen Protein  APC

CUCTEMA MHAKTUBUPYET
dakTopbl Va u Vllla.

Thrombomodulin

) Endothelial Cell




AHTUKOArynaHTHOE 3BEHO.
Cucrtrema nportenHa C

Aeduuumt B cucteme nporenHa C— Tpomb603bl pa3/INYHOM
NOKann3auum

BpoxkaeHHbIV aeduumt npotemnHa C:

- [OMO3UTOTHbIN
- [eTepo3UroTHbIN

MyTauua JlenpgeH — pe3ncTeHTHOCTb K npoTenHy C

MprnobperteHHbi aepunumnt nporenHa C — neyeHo4Hasn
HepgocTaToyHocTb, ABC-cuHapom, cencuc




AHTUKOArynaHTHOE 3BEHO.
Cuctema npoteunHa C

AKTUBHOCTb =

_ (AYTBaxTt/A4YTB)601bH
" (AYTBaxt/AUTB) kanu6p

70-130%

X HO X 100%

KaJuop

AKTUBaTOp
npotenHa C



dnbpmnHonnTUUYECKoe 3BeHO

[1ha3muH, N1a3sMUHOrEH, dKTNBATOpPbI
N1a3MUHOINeHa, I/IHI'I/I6I/ITOpr dKTNBATOPOB
NnaAa3sMmnUHOreHa, dHTnMn1a3aMunHb.bI.

BHELWHMN NyTb aKTUBALUMN — TKAHEBOW PAKTOP,
YPOKMHA3a

BHYTPEHHUIM NYTb aKTUBALLMU — KOMIJIEKC
[XIla+KannnkpeunH]




dnbpuHonnTUYECKoe 3BeHO.
MeTtoabl nccneaosaHuaA

XaremaH-3aBUCUMDbIIA OnpeaeneHne aKTUBHOCTH
dnbpuHonus - Bpems nnasmuHoreHa. Metog, ¢
nn3unca syrnobyamHoBom XPOMOreHHbIM CybCcTpaTom,
$paKumMmn nocae akTMBaLUK OKpacKa NponopLMOHanbHa
MoHamu Ca. aKTUBHOCTU
5-12 MuH 80-135%

YannHeHwue: Neduuur:

- Tpombo3bl *  WNHbapKT MMOKapaa

- ABC * T3N1A

- 3aboneBaHMUA NeyeHu * Tpombo3 rybokux BeH




AHTUONOPUHONUTUYECKOE 3BEHO.
MeTtoabl nccneaosaHuaA

Anbda-2-aHTUNNA3MUH — UHrnbutop aktneatopa
HeobpaTUMbI MHTMBUTOP nnasmuHoreHa 1 tmna
nnasmuHa. Metog c (MAN-1). MeToa NDA
XPOMOTEHHbIM CybCcTpaTom
80-120% 7-43 vr/mn

lNMosbiWweHue: Neduumr:

- [locneonepayMoHHbIN - VHdapKT Muokapaa

nepuoa

CHMXeHue: ° Cencuc

- ABC * Tpomb03 rnyboKux BeH

- 3aboneBaHMAa NnevyeHun




Mapkepbl TpoMmbuHeMmumn

l‘II,Z[(I)r/d)

PO®MK (o-en)

Ha10HUdoUP

T

MoHomepbl
HEPACTBOPUMbIN

{

®nbpuH pactsopumbiii (S) |‘ du1bpuHa

duoOpuHOmEeNnTHI A



Mapkepbl TPOMOMHEMUM.
POPMK n dubpuHonentug A

®dunbpuHoreH o E °
l ®dunbpuHonentmg A

(=) + \/

PactBopuMble GpUBPUH-MOHOMEPDI
MeHee 5,0 mKr/an




Mapkepbl TPOMOMHEMUM.
D-aumep

MNMosbiweHue:
Tpom6b603 rnybokumx BeH
NBC
T3/1A
Cencuc
OHKonornyeckue 3abonesaHmsa
3aboneBaHmA NnevyeHu
NBC
CocToAaHune nocne M
bepemeHHOCTb

MeHee 0,3 mr/n




CymmapHbIU cpeaHUn MHAEKC
TpomboreHHocTtu (CCUT)

N N-—c Y
._ N — cpeAHui nokasaTenb
H]} o A HOPMblI

A — nokKasaTtenb 601bHOTO

PR | ,
UTi = nj — KONMYECTBO NOKasaTenem B

nJ AaHHOM 3BEHE remocCTasa
] NTi — nHpekc TpomboreHHOCTH
ZHTZ No AaHHOMY 3BEHY
CCUT ==
ni

rMnoKoarynauma < 0,85-1,1 Y.€. < runepkoarynauus




f[emodununa A

o [laHHoe 3aboneBaHme npeacTtaBnaeT cobor Hanbonee pacnpPoCTPaAHEHHYO
KOarynonaTtuto, B OCHOBE KOTOPOM nexunt aedpmunt paktopa VI
(aHTUremodunbHoOro rnobynnHa), n ABNAETCA eAUHCTBEHHOM Cpean HUX
$dOpPMOM C peueccnBHbIM, CLEMNIEHHBbIM C X-XPOMOCOMOW Hac/ie40BaHUEM.

O CreneHb BbIpa*EHHOCTU KPOBOTEYEHMM 3aBUCUT OT Aedpuumnta pakropa VIl
B NJ1a3Me, COAEPKaHMUE KOTOPOro B Pa3INYHbIX FeMOPUANYECKMX CEMbAX
reHeTUYeCKMn 3anporpammmnpoBaHo.

O VYpoBeHb PpaKTOpOoB, 06/1a4a0WMNX YETKUM aHTUTEMODUNBbHBIM AENCTBUEM
(VI nau 1X), coctasnsatowmin ot 0 o 1%, obycnoBaMBaeT KpanHe TaxKenoe
TeYeHMe pacCMaTpPMUBaAEMOWN NATONOMNK, ypOoBeHb PpaKTopos oT 1 a0 2%
obycnosnnBaeTt TAXKeNoe, ot 2 4o 5% — cpegHeTAXKeNoe, a cBbiwe 5% —
Nerkoe TeveHune 3abonesaHmA. B nocnegHem cnyyae cywectsyer
BEPOATHOCTb PA3BUTMA KPOBOTEUYEHUM, NPEACTABAAIOLWNX CEPbEIHYIO
OMaCHOCTb A/1A XXN3HN BONIbHOTO, YTO MMeeT 0coboe 3HaUYeHMe Npu
NPOBEAEHUN Y HETO PA3/INYHbIX ONEPATUBHbIX BMeLaTenbcTs Mbo B
C/lydae TpaBMUPOBaAHMUA.




femodunua A (KAMHuKa)

O B KAMHMYECKOM KapTuHe remodunmmn npeobnapatort
KPOBOWU3MUAHMA B KPYMHbIE CYCTaBbl KOHEYHOCTEN,
rnyboKne NoAKOXKHbIe, MEKMbILLEYHbIE U
BHYTPMMbILLEYHbIE rEMaTOMbl, 0OUNbHbIE U
ANNTENbHbIE KPOBOTEYEHMA NMPU TPABMaXx, remaTypus
(noasBneHme KpoBu B moue). Pexke HabatogatoTca
ApYyrne KpoBOTEYEHUA, B TOM YNCIE U TaKME TAXKesble
N ONAcCHble, KaK 3a0POLWLINHHbIE TEMATOMbI,
KPOBOWU3IUAHUA B OpraHbl 6pOWHOM NONOCTH,
YKeNYA0UYHO-KMLLIEYHble KPpOBOTEYEHUA,

BHYTPMYEpPENHble KPOBOU3NUAHUA.




femopunmsa A (auarHocrTmka)

o lemodununa amarHocTupyeTtca y Bcex 60/1bHbIX C FeMAaTOMHbIM TUMOM KPOBOTOYNBOCTU U
Nopa*KeHNnem ONnopPHO-ABUraTe/IbHOro annapaTa, a TakKe NpPu YNoPHbIX NO34HUX
KpOBOTEYEHUAX Npu onepaunsax. s opueHTUPOBOYHOM ANArHOCTUKM peLlatoLLee
3HaYeHMEe MMEET BbIABIEHNE CHUMKEHUA MHTEHCUBHOCTM KOarynsaummn (CBepTbiBaHUA) KPOBU
B TaKMX 06WWMx Npobax, Kak Bpems CBEPTbIBaHWUA KPOBU, aKTUBMPOBAHHOE NapLMaibHoe
TPpoMb6ONNAaCTUHOBOE BPEMSA, M B ayTOKOAryAALMOHHOM TECTE NPU HOPMAJIbHbIX
noKasaTensax TPOMObUHOBOro U NPOTPOMOBUHOBOIO BPEMEHM.

o Cuenblo onpeaeneHusa Toro, Kakon ns GakTopos CBEPTbIBAHMA KPOBU Haxo4MTCA B
aedunumnTe, npuberatoT K NOMOLLM KOPPEKLMOHHbIX NPo6, NCNOAb3yA TeCT reHepauum
TpombonnacTUHa UAM ayTOKOaryNALMOHHbIN TecT.

O Bug remodunmm moxHO NAEHTUPUUNMPOBATL U KTECTAMM CMELUMBAHUAY: K N1a3me
obcneagyemoro 601bHOrO NOC/AeA0BaTENbHO B Pa3HbIX NPobupkax AobasnsatoT obpasupbl
NAa3mbl, B KOTOPbIX OTCYTCTBYET 0AMH U3 dpakTopoB ceepTbiBaHua (VIII, IX nau Xl).
OTcyTCcTBME HOPMANIM3ALLMKN CBEPTLIBAHMA B O4HOM M3 NPOOMPOK yKasbiBaeT Ha Aeduumt
TOro e ¢paKkTopa B 06enx cmewwnmBaemMblx naasmax, T. €. Ha ero geduumt y 6onbHOro.

O [AnarHoctuka remodunmnm 3akaH4YMBaeTca onpegeneHnem gepmumta Gpaktopa B
KO/IMYeCTBEHHOM OTHOLUEHUU, YTO UMEET 3HAYEHME A1A NPABUIbHOM OLLEHKU TAXKECTU
3aboneBaHMA 1 NpoBeAEHNA 3aMeCTUTENIbHOM Tepanuu.




bonesHb BunnebpaHpa

O B ocHOBe NaTOreHeTMYecKkMx MmexaHmM3amoB 6onesHn BunnebpaHaa
JIEXXUT HapyLLleHne CMHTe3a OCHOBHOIMO KPYNMHOMONEKYNAPHOIO
KomnoHeHTa ¢pakTopa VI, HazbiBaemoro Tak>ke pakTopom
BunnebpaHaa.

O [0 BbllWENEPEYNCNEHHBIM XapPaKTEPUCTUKAM pa3nnyatoT
«Knaccuyeckumn» Tmn 6onesHm Bunnebpaxaa (tmn 1), npn Kotopom
nmeetca bonee NN meHee BblipaXKeHHbIN Nape3 CMHTE3a
paccmaTpuBaemoro GpakTopa C KOHKOPAAHTHbLIM CHUMKEHUEM B
Nna3me BCeX ero KOMMNOHEHTOB M COOTBETCTBYHOLMM OTCYTCTBUEM
UAN YMEHbLLUEHUEM COAEPHKAHMNA B COCYANUCTOM 3HAOTENUN.

o OT 3TOro TMNa OT/INYaAtOTCA BapuaHTHblie popmbl 6onesHu (tun ll),
NPWN KOTOPbIX MMEIOTCS KaYeCTBEHHbIE aHOMaAUN MYNbTUMEPHOWN
CTPYKTYPbl 1 CBOMCTB KOMMNOHEHTOB dpaKTopa VIII.




bone3Hb BunnebpaHpa

O BbIpaXKeHHOCTb remopparnyeckoro cMHApPoma npu 6onesHu
BunnebpaHpaa BapbupyeT OT BECbMaA Nerknx Gopm c peako
Hab0AaWMMUCA HOCOBbIMU KPOBOTEYEHUAMU U HEDOONbLLMMMU
KPOBOMU3UAHUAMM B KOXKY [0 KpalHe TAXKeNblX BAPUAHTOB C OYEHb
4acTbIMWU, ANUTENIbHBIMU U OOUNBHBIMU KPOBOTEYEHUAMMU CAMOM
pa3Hoobpa3HoM Nokanmsaumnm, opMmmMpoBaHUEM reMaTom 1 BOoNbLLINX
KPOBOU3IUAHUN B MATKUX TKAHAX U BO BHYTPEHHUX opraHax. NHoraa
BO3HWKAIOT KPOBOU3INAHUA B CYCTaBbI.

O [emopparnyeckmn cuHapom npu | TMNe HamHoro TaXenee, Yyem npwu lIA
n 1IB Tunax 6one3Hun.

O [Mpu nocTtaHoOBKe AmnarHo3a 3aboneBaHus BunnebpaHga ocHoOBbIBalOTCA
Ha COBOKYMHOCTU CAeAyoWwmx NpU3HaKoB: ayTOCOMHO-A0MUHAHTHOM
HacnenoBaHWM 3ab60/1eBaHNA, KPOBOTOUMBOCTU, 3HAYUTENIBHOM
YOANVHEHUN BPEMEHU KPOBOTEYEHMUA.




femodpunnuna B (bonesHb Kpuctmaca)

o MNopa TepmnHOM «remoduamna B» noHMmaeTca HacieacTBEeHHbIN
remopparMieckmMn amaTes, Xxapakrepusyowmmnca aedbnumnTom akTUBHOCTHU
NN1a3MeHHOro KOMMNoHeHTa TpombonaacTuHa (pakrtopa IX).

O Mo cMMNTOMaTUKE, TAXKECTU U OC/IONKHEHUAM remodunma B MaeHTUYHa N
remodunumn A, atn 3aboneBaHnA MOXKHO Pa3nMyaTh TOIbKO NO N1a6OPATOPHbIM .
NAaHHbIM, YTO BaXKHO A8 NPaBUAbHOM Tepanun. MHrMbutopHble dopmbl
remodunum B BcTpeyatotca pexe, yem remopuanm A. I

o [nsa remodunun B, Kak n ana remopunnm A, xapakTepHo HapyLLueHue obLimx

KOarynauMoHHbIX NoKasaTenen — yajimMHeHne obuero BpemMeHu cBepTbiBaHUA
’ KPOBU N aKTUBUPOBAHHOIO NapLMasbHOro TPOMOOMN/IaCTUHOBOIO BPEMEHM,
CHUMKEHME KoarynaunmoHHOM akTUBHOCTM B ayTOKOoaryaorpamme npwu
HOPMa/IbHOM NPOTPOMOBUHOBOM U TPOMOUHOBOM BPEMEHMN.

0 [wnarHo3 remodunmm NnoaTBEPKAAETCA NPU CMELUMBAHUM NUCCAEaYEMbIX
06pa3sLOoB N1a3Mbl C N1a3MON 6ONbHbIX, CTPAAAIOLWMX YIKE YCTAHOBAEHHbIMU
dopmamm remodpuanm A, B u C. O65a3aTeNbHbIM ABAAETCA KONMYECTBEHHOE
onpeaeneHune ¢aktopa IX, no ero 4edmUUMTY CyAAaT O TAXKECTU BoNe3HM.




Neduunt pakropa Xl (remodunusa C)

O 3aboneBaHue nepegaeTca NO HAC/eACTBY NP NOMOLLM aYyTOCOMHOIO TMNa
HacneaoBaHMA, B CBA3U ¢ Yem bonetoT PTA-Hea0CcTaTOYHOCTbIO L@ 06omx No0B.

O CyuwecTBylOT 2 reHeTUYeCKM pa3HbIX BapnaHTa PTA-He0CTaTOYHOCTW.

O Pas3nnyatloT CKPbITYIO, Manyto 1 BbiparkeHHyo dopmbl 6onesHun. Mpu nepsoit (bonea .
50% Bcex 601bHbIX) KPOBOTEYEHUA U3PEKa BO3SHUKAKOT INLb NpU 6onbLIMX
TpaBMax 1 onepaumax. Y 601bHbIX nerkon popmon 6onesHn cnoHTaHHas
KPOBOTOUYMBOCTb MMHUMA/IbHAA UM OTCYTCTBYET, HO 3aKOHOMEPHO BO3HMKAIOT

KPOBOTEUYEHMUS MPU TPaBMaXx U XMPYPruyeckmx Bmellatesbcteax. Hebonblume
’ XUPYPruyeckne BMeLLaTeNbCTBa, yaaneHmne 3y60B NnLlb U3peaKa CONPOBOXKAAOTCA
KPOBOTEYEHUAMMU.

O [nA BbipaxeHHOM GopMbl 60N1E3HM XapaKTepHbl KaK YMepeHHas CroHTaHHanA
KPOBOTOYMBOCTb (HOCOBbIE KPOBOTEYEHWSA, IETKOE NOABNEHNE CUHAKOB), TaK U
A/UTENbHbIE U 0BUNbHbIE KPOBOTEYEHUSA MPU XUPYPTUYECKNX BMELLATENbCTBAX.
N3peaka HabnoaatoTCs NOAKOXHbIE U MEXMbILLIEYHble reMaToOMbl U OCTPble
KPOBOU3/INAHUA B CYCTaBbl, B CBA3M C YemM 3abosieBaHMe NpnobpeTaeT HeKoTopoe
CXOACTBO C Hanbonee nerkumm pasHoBUAHoCcTAMM remodunmm A nnm B.




Odednuut pakropa Xli

O [laHHoe 3aboneBaHne CYMTAETCA AOCTATOYHO PEAKMM HapyLLEHUEM
KOarynsauMoHHOro remocTasa. Bnepsbie natonorua 6bina sbiasneHa O.
PaTHOBbIM B 1964 .

O 3abosieBaHMeE XapaKTEPU3YETCA CUIbHbIM CHUMXEHMEM AaKTUBHOCTU
MYCKOBOro GpakTopa BHYTPEHHErO MeXaHM3Ma CBEPTbIBAHUA KPOBU —
dakTopa XII.

o dakTop Xll (pakTOop XaremaHa) — CMANOrIMKONPOTEUH, aKTUBUPYHOLLINIACS
KON/TareHoOM, ABNAETCA eCTECTBEHHbIM aKTMBAaTOPOM KaK CBEPTbIBAIOLLEN,
TaK U KAaNJIMKPENH-KUHUHOBOWN U GUOPUHONINTUYECKOM CUCTEM.

O B 6onblIMHCTBE ciydyaeB gedeKT XaremaHa HacneayeTca no peLeccuBHo-
ayTocCOMHOMY TUny. OIHAaKO B HEKOTOPbIX CEMbSIX BbISABIEHO ayTOCOMHO-
NIOMWHAHTHOE HacneaoBaHue. Buammo, cuHtes dpakTopa Xll
KOHTPONIMpPYETCA ABYMS ayTOCOMHbIMU reHamun (bumoaanbHbIM TUN
HacnenoBaHMA).




Hednuut pakropa Xli

o lMpwu gedunuymnte daktTopa Xl oTCYyTCTBYIOT Kakne-nnbo remopparmyeckme
ABNEeHMA (He TONbKO CMOHTaHHbIE, HO M NPX TPaBMax), HECMOTPS Ha
BblpaXKeHHOoe ya/IMHeHNe BpeMeHU CcBepTbiBaHMA KpoBu — 40 30 MUH 1

bonee.

O Meay cTeneHbto HapyLLeHMA CBEPTbIBAEMOCTU KPOBU U AePULUTOM .
dakTOpa XaremaHa HabatogaeTca CTPOroe COOTBETCTBME: MPU PE3KO
BblIPaXKEHHOM r’MNOoKoarynauum ypoBeHb 3Toro paktopa B niasme He I
npesbiwaeT 2% 1 Yauwe — HUKe 1%; npu ymepeHHOM HapyLleHUH

’ CBEPTbIBAEMOCTU OH BapbupyeT oT 3 A0 9%.

O B 1ex cny4vasx, koraa KoHueHTpauma daktopa Xl B nnasme coctasnsaet 10%
n 6onee, CBEPTbIBAEMOCTb KPOBU, aKTUBMPOBAHHOE NapuuaibHoe
TpombonnacTMHOBOE BpeMA U Apyrme TeCTbl HOPMaU3YOTCA.

O Hanbonee nonHas aprymeHTauma gmarHo3a 4OCTUraeTcA TeCTamm
CMEeLLUNBAHUA C N1Aa3MOM, B3ATOW OT BonbHbIX ¢ Aeduumtom dpaktopa Xl n
Apyrmx GaKTopoB, a TaKKe MMMYHO/IOTMYECKMM onpeaeneHnem B nsiasme
6onbHOro ¢paktopa Xll.




dednunt nnasameHHbIX KOMMNOHEHTOB
KaNIMKPEUH-KUHUHOBOU CUCTEMDI

o fecuuyum naaameHHoO20 npeKannukpeuHa (0egpekm ®nemuepa). Y
60nbHbIX ¢ gedpekTom PneTyepa, HECMOTPA HA NNOXYH CBEPTbIBAEMOCTb
KPOBW, HET HX CMOHTAHHbIX, HXU NOCNEe0oNepPaLNOHHbIX KPOBOTEYEHUI. B
4aCTM CNYYaEeB BbISIB/IAETCA HAK/IOHHOCTb K TPOMO03aM M3-3a HapyLLEHUA
dnbpnHonmsa. B kKomniekcHoM Tepannum n NPoPUIaKTUKE 3TUX
TPOMbH030B NCNO/b3YIOT NEePENMBAHNA CBEXE3AMOPOKEHHOM N1a3Mbl,
coAeprKallen Bce KOMMNOHEHTbI NJIa3MeHHOM akTuBauum pubpmnHonmnsa.

o Jlechuyum 8b6ICOKOMOsEKYAAPHO20 KUHUHO2eHa (0egpekmbl Bunbsamca,
dumuxcepansoa, Pnoxcak). Y 60NbLINHCTBA ONMUCaHHbIX 6O/IbHbIX C
HacneAcTBEHHbIM AePULUTOM BbICOKOMOIEKYIAPHOTO KUHUHOIEHa
MMEEeTCA TaK¥e YMepeHHasa HeJ0CTaTOYHOCTb NpeKaN/IMKPEenHa.
KAMHUYECKMX CMMNTOMOB HET, HO KoarynaLunMOHHbIe TeCTbl Pe3Ko
HapYLLEHbI.




Neduunt pakropa VIl (HacnhepcrseHHan
rMNonNpPoKoHBepTUHEMMUA)

O 3TO eAUHCTBEHHbIN reMmopparnyeckmi amates c
N30/IMPOBAHHbIM YA/IMHEHMEM NMPOTPOMOUMHOBOIO BPEMEHM
(CHMKeHue NnpoTpoMbUMHOBOro MHAEKCA) Npu abcoNtoTHO
HOPMa/IbHbIX MOKa3aTeNsAX BCEX OCTANIbHbIX KOAryASILMOHHbIX
TecToB (Bpems CBEpPTbIBAHUA KPOBU, aKTUBMPOBAHHOE
napumnanbHoe TpombonnacTMHoBOE Bpems,
ayTOKOarynAaUMOHHbIN TecT, TPOMBMHOBOE Bpems).

O KnunHMYecku BbipaxKeHHasa popma 3abo1ieBaHUA C YPOBHEM
dakTopa VIl B nnasme HUKe 5% HabnwogaeTca y Bcex
rOMO3WUTIOT, Yy HUX NpeobnagaeT Taxkenaa ¢opma C YpOBHEM
dakTopa VIl HMKe 1-2%. Y reTepo3unroT NpoABaAEHUA 3TON
NaToONOrMM BapbUPYIOT OT NaTEHTHbIX Popm A0 Gopm Co
CpeaHeTAXeNbIM UIN NErKUM FeMOopPParM4eckMm CMHAPOMOM
(ypoBeHb dakTopa VIl B nnasme — 3—15%).




o

o

HacnepncrBeHHbin aedunumut dpakropa X
(6onesHb CrroapTta-lMpayspa)

BonesHb CTioapTa — Mpayspa — peaKkoe 3abonesaHue, Hacneagyemoe no
HEeMNo/IHOMY ayTOCOMHO-PeLEecCMBHOMY TUNY.

BO3MOKHbI KaK o4eHb TsaxKenble popmbl (Y roMO3UroT), Tak U Nerkme u
NNAaTEHTHble pa3HoBUAHOCTU (y reTepo3unroT). [pu o4eHb TaxKenbix popmax
KOHUEHTpauua ¢aktopa X B naasme He gocturaet 1%, npu TAXKenbix HaxoanTcA
B npegenax 1-2%, cpeaHeTaxKenbix —oT 2 Ao 5%, npu nerkmx — ot 5 ao 10%, npu
nateHTHbIX — 10% u Bbiwe. KoHueHTpayuto paktopa X, pasHyto 10%, cumtatoT I

/

MWHNMaIbHO ,£I,OCTaTO‘-IHOI\/’I ANnA NOAHOUEHHOro remocCTta3sa.

B chyyaax Korga Konnyectso ¢pakTopa X HEBO3IMOXKHO ONpeaenmThb,
OPUEHTUPOBOYHOE CyKAeHMe O ero gedunumte MOXHO COCTaBUTb NO YA/UHEHMN
NPOTPOMOUHOBOIO BpeMeHU: Npu ypoBHe ¢pakTopa X meHee 1% 3ToT
NoKasaTenb npesbiwaeT 90 ¢, npu yposHe oT 1 a0 2% coctasnaet 70-90 ¢, o1 2
no 5% —40-70c, ot 5 oo 10% — 15-40 c (Hopma — 12-14 c).

[pu oveHb TAXKeNnon popme 601€3HM KPOBOTEYEHMA BO3HMKAIOT B PaHHEM
AETCKOM BO3PacTe, YacCTo YKe Npu PoOXKAEHUN NN B NEPBbIE MeCALLbl XKU3HMN,
3a4acTyto ABAAACL NPUYNHOM NeTaNnbHbIX UCXOA0B. HenocpeacTBeHHOM
NPUYMHON CMEPTU CNYXKAT NOBTOPAOLLMECA KPOBOU3IUAHNA B MO3T U OOUbHDbI
eNyAOoUYHO-KULWEYHble KPOBOTEYEHMA.




HacnepcrseHHbIn aedpunumut pakropa X
(6onesHb Crroaprta-lMpayspa)

o [1na 6one3Hu CtioapTa-lNpayspa xapaKTepHO YA/ IMHEHME
NPOTPOMOBUHOBOro BpemMeHW. Bropaa TunnuyHas yepTa
Aepuunta paktopa X — yannHeHue KaoanH-kehpanmHoOBOro
BPEMEHU CBEPTbIBAHUA, CHUXKEHUE noTpebnerHuns
npoTpoMbuHa.

o OpHaKo npu nerkmx popmax 6onesnHun Crioapta — Mpayapa c
KOHUeHTpauunen gpaktopa X Bblle 7—8% TecTbl BHYTPEHHEro
MeXaHM3Ma CBEPTbIBAHUA MOTYT OCTaBaTbCs MOYTH
HOpMa/ibHbIMU. [TpU oLLEeHKe NoKa3aHWnii 1abopaTopHbIX
TEeCTOB BCeraa cnefyer y4nTbiBaTb TAMKECTb 3ab60/1eBaHNA U
yYAJNMHEHWE NPOTPOMONHOBOIO BPpEMEHMN.

O HemanoBa)kHoe 3Ha4YeHMe B ANArHOCTUKe aednunTa
dakTopos X u VIl nmetot npobbl co 3MENHBbIMM AJaAMMWN.




ONedunumnt daktopa V

o [Jedunuunt dakTopa V HacneayeTca No ayTOCOMHO-AOMUHAHTHOMY TUMY C
HEMNOJIHOM 3KCMPECCUBHOCTbIO NATO/IOMMYECKOro reHa M No ayToCOMHO-
pPeLeccMBHOMY TUMY.

O BbIpa’KeHHOCTb reMmopparmM4eckoro CMHAPOMa 3aBUCUT OT cTeneHn aepuumnTa B
nnasme 60nbHbIX PpakTopa V, a TakKe OT HaZIMYMA COMYTCTBYIOLWMX HAPYLUEHWUN B
NIPYrUX 3BeHbAX CUCTEMbI FTEMOCTA3a, TaKUX KaK YAJMHEHNE BPpeMeHU
KpoBoTeyeHus, aednunt paktopa VIll. OTmeyaloTcs MenKue KPOBOU3INUAHUA U
KPOBOMOATEKUN, HOCOBbIE U AeCHEBbIE, MAaTOYHbIE U MEHCTPYa/IbHble

l KpoBOoTe4yeHuA. BO3MOXHbI KpOBOTEYEHNA U3 NynoYyHOro KaHaTumka, XXenaygo4Ho- I
Knwe4yHble KpoBOTEYEHNA. Y 60/1bHbIX C BblpaXKEeHHbIMA cbopmalvm 3aboneBaHus >
’ YaCTbl A/INTE/IbHbIE KPpOBOTEYEHUA NPUN YOaNEHUN 3y60|3, TOH3UZTINIKTOMUN

(yaaneHnm MMHAANMH) 1 NpU Nopesax, Ho NOAIOCTHbIE onepaLmn peako
OC/NOXKHSAIOTCA KPOBOTEYEHUAMM.

O Haunbonee Ta)kenas KPoBOTOUMBOCTb HabntogaeTca y 60/1bHbIX C YPOBHEM
dakTopa V HUKe 2% u npu codeTaHnm aeduunta sToro pakTopa
HeaocTaToyHOCTbIo dpakTopa VIII. Mpun 3aboneBaHnn cpeaHeN TAXKECTU YPOBEHDb
daKkTopa V B nnasme coctasnfaet 2—6%, npu nerkomn ¢opme 6onesHn — 6—16%.
Mpu 6onee BbICOKNX NOKa3aTenax ¢paktopa V KPOBOTOUMBOCTb HE BO3HUKAET.




Odedunuut pakropa ll

O 3aboneBaHue BCcTpevaeTcs KpanHe pegko. OHo obbeanHser
pa3nnyHble MoneKkynapHble gedpektbl pakTopa I, npm KoTopbIX
bonee MM meHee CHMMXKEHaA cnocobHOCTb 3TOro gpakrTopa
TPaHCPOPMMPOBATLCA B aKTUBHbIN TPOMOUH U Bbi3bIiBaTb
CBEPTbIBAHME KPOBM.

o [na gedunymta pakTopa Il xapakTrepHa KPOBOTOUMBOCTb
CMHAYKOBOTrO TUMA. TAXKECTb reMOoppParnyeckoro CMHA4POMa
COOTBETCTBYET BblpaXKeHHOCTU gedumumnta. CamonpomnsBo/ibHbIE
KPOBOTEYEHMA PE3KO BbipaXKeHbl Npu ypoBHe ¢pakTopa Il Ao 5%
(npu cpeagHent Hopme 100%), HO BO3MOXKHbI U NPU
KOHUeHTpauun 10-15%. NoctTpaBmaTtnyeckune u
nocseonepaumMoHHblie KPOBOTEYEHUA HAAEKHO KYMUPYIOTCA U
npeaynpexaarTca Npm NOBbILWEHMN KOHLEHTPALUN
npoTtpombuHa go 40% v bonee.




Odedunuunt ¢pakrtopa i

o CemenHasa apmnbpuHoreHemus (OTcyTCTBUE I

dnbpunHoreHa B Nnnasme KpoBu) — peakoe
3aboneBaHue, KOTOPOE HacneayeTcsa No ayTOCOMHO-
peueccmBHomy Tmny. Moyt Bce 6O/bHbIE C YPOBHEM
dmnbpuHoreHa B nnasme HuxKe 0,15 r/n (15 mr%) —
roMO3UroTbl. Y nx pogmntenem obblyHO
obHapyKMBaeTCcA YMepeHHOe CHUXEHME CoaepHKaHUS
dunbpurHoreHa B nna3me 6e3 Kakmx-nmbo
remopparm4eckux nposBaAeHUNn.

o KpoBoToumsocTb Npu apubpuHoreHemmnm obbi4HO He
OYEHb PE3KO BblPaXKeHa, MUKPOLMPKYNATOPHAA. Y
HEKOTOPbIX 6ONbHbIX MI0OXO 3aXKMBAKOT PaHbI.




Odedunuunt ¢pakrtopa i

o [Mpu apmbpuHoreHeMnn BCe KOarynAaLMOHHbIE TECTbI BbIABAAIOT NOHYHO
HEeCBEepPTbIBAEMOCTb KPOBU, HO lOKa3aTe/IbHbIM ABNAETCA OTCYTCTBUE
CBepTbiBaHWUA Npu A0b6aBieHUN TPOMBUMHA K Ucciesyemo
peKanbUNPMUMPOBaHHON N1a3mMme (Nn1asme ¢ BBEAEHHbIM B HEE KaJibLMEM,
MPUHUMAIOLLMM HEeNnocpeacTBeHHOE yYacTue B NpoLecce CBePTbIBaHUSA KPOBU).

O [NnA UCKNoYeHUs AencTBUA aHTUKOArynaHTOB, KOTOpPble MOryT 610KMPOBaTb
nobasnaembin U3BHE TPOMOUH, TPOMBMHOBYO NPOOY NOBTOPSAIOT B ABYX
BapuaHTax: ¢ gobaBneHnem aHTaroHUCTa renapmMHa — NPoTaMuH-cyabdaTta unm
nonnbpeHa n c gobaBneHnem B uccneayemyto naasmy BbICOKOOUMLLLEHHOIO
dnbpunHoreHa. Ecav aHTaroHUCTbl renapuHa He IMKBUAMPYIOT
HeCcBepTbIBAEMOCTb, a A4006aB/iIeHHbIN PUOBPUHOreH Hopmanunsyet TPOMOBMHOBOE
BpeMA uccneayemoit naas3mbl, ToO NoATBEPXKAAETCA AMarHo3 apubpuHoreHemmu.

O [NnA OKOH4YaTeNbHOro pasrpaHUYeHuna a— uam runopmbpmuHoreHemnn n
AncdnbpuHoreHeMmm UCnob3ytoT KONMYECTBEHHOE onpeaeneHme
dunbpuHoreHa. B ummyHonornyeckmx npobax ncnosb3yrotT aHTUPMOPUHOreHOBbIE
CbIBOPOTKMW.




AncdoubpmnHoreHemumn

o fucgubpuHozeHemuu — TeHETUYECKN AeTEPMUHUPOBAHHbIE HAaPYLLEHMS
CBEPTbIBAEMOCTU KPOBMU, Bbi3BaHHble AedeKTaMU MONEKYIAPHOro CTPOEHUA
dnbpuHoreHa. bonbwmMHcTBO ANCPMOPUHOreHEMUIN HacheayeTca

ayTOCOMHO-AOMMHAHTHO, U INLb OTAENbHbIE GOPMbI — NO HEMOJTHOMY =
peueccMBHOMY TUNY.
O MnoKoarynaumMoHHble ANCOUBPUHOrEeHEMNM XapPaKTEPUIYIOTCA MNYOOKMM
HapyLeHnem Bcex obLLMX KoarynsuMOHHbIX NOKasaTenen (nokasartenei
’ CBEPTbIBAEMOCTU KpoBHU). Mpun ogHMX aHOMaNMAX Naa3ma BoobLle He

CBEPTbIBAETCA NPU BO3AENCTBUN TPOMOBUHOM, NPU APYrUX CBEPTbIBAETCA
o4YyeHb measieHHo: 3a 50-70 c u bonee.

O MHorue gucdnbprHoreHeMmm, HECMOTPA Ha BbiPaXKeHHOE HapyLUeHMEe
CBEPTbIBAEMOCTU KPOBU, HE BbI3bIBAKOT KPOBOTOUYMBOCTU UK
0bycnoBANBAOT MMHUMANbHYIO HAaKNOHHOCTb K HEN. KpOBOTOUYMBOCTb
MOXET OTCYTCTBOBATb Aa*ke Npu popmax C NOJIHON HECBEPTbIBAEMOCTbIO
nnasmbl Npu AobaBNeHUN K HEN TPOMOUHA.




Odedunuut pakropa Xlll

O [aHHoe 3aboneBaHne HacneayeTca ayTOCOMHO MO HEMOJIHOMY
peLeccMBHOMY TUMY — Yy rOMO3UToT ypoBeHb ¢dakTopa Xlll, kak l
npaBuno, HMXe 5% n 3abonesaHme npoTekaeT TAXKeNo. Y
reTepo3nroT 40BOJIbHO YaCTO BbIABAAKOTCA /1erKue n
cpefHeTaXenble remopparmyeckme npoAsaeHmA.

o Mpu gedpnunte pnbpuHcTtabmamsmnpytowero ¢akTopa BCe

napameTpbl KoaryaorpaMmmbl OCTAOTCA B nNpeaenax Hopmbl.
NccnepoBaHue cocyamcTo-TPoMboLUMTAapPHOro reMocTasa TakXe
He BbIABNAET CYLLECTBEHHbIX HAapyLWeHMW. B 3TUX ycnosumax
remopparmyeckmni amates Tpebyet onpeaeneHua daktopa Xlll,
MOCKO/IbKY 3TO eANHCTBEHHbIN GaKTOP CBEPTbIBAHUA, NpU
AedunumTe KOTOPOro BCe TECTbI, XapaKTepU3ytowme pasHble
¢da3bl cBEPTbIBAHMA KPOBU, UMEIOT HOPMalbHble NOKa3aTesn.




Nednumut K-euTamnH3aBUCUMBbIX
daKTopos

O Pa3BuTME AaHHOWM NaTonorMm obycnoBNAEHO HAPYLLEHMEM CUHTE3a B K/1IETKAX
neyeHu (renatoumnTax), a TakKe NOHMMKEHNEM KOHUEHTPaLUKUM B Ni1a3me
dakTopos VI, X, Il n IX.

O [lo mexaHu3my pa3BUTUSA BbIAENAIOT CAeaytoume BUabl 4aHHOIO CUMHAPOMA:

1) obycnoBneHHbIM HeAOCTAaTOYHbIM 06pa3oBaHNEM B KMLIEYHUKE BUTaMMHA K

(remopparmquKaﬂ 6one3Hb HOBOPOXAEHHDbIX, K-runoButammnHo3 npwu
IHTEPOMNATUAX U KULUEYHHOM ,u,mc6aKTepM03e MegUKaMEHTO3HOrIO reHe3a);

2) dopMbl, cBSAI3aHHbIE C HEAOCTAaTOYHbIM BCAaCbiIBAHMEM 3TOMO
XMPOPACTBOPUMOrO BUTaAMMHA N3-32 OTCYTCTBUA KENUMN B KULLEYHWUKE, HANPUMeEpP
MNPU MeXaHUYECKOM KenTyxe;

3) NpY KOHKYPEHTHOM BbITECHEHUM BUTAaMMUHA K M3 LLenoYykn obmeHa BeLWEecTB ero
bYHKUMOHANbHbIMM @aHTarOHUCTAaMM, TAKUMU BELLLECTBAMM ABNAAOTCA: KYMaPUHbI,
BapdapuHbl, PEHUNUHDI;

4) popmbl, 06YyCNOBAEHHbIE NOPAXKEHMEM MAPEHXMMbI NEeYEHU (OCTpble
ANCTPodUM NeYeHun, NapeHXMMaTo3Hble renaTuTbl, LMPPO3bl U NapasnTapHble
nopa*KeHus).




ABC-cuHapom

o

OBC-cuHapom — Hanbonee pacnpocTpaHEeHHbI BUA, NAaTOOMMM remocTasa. Ero ocHoBom
ABNSAETCA reHepannM30BaHHOE CBEPTbIBAaHME KPOBU B COCYAAX MUKPOLMPKYAATOPHOrO pycna C
obpasoBaHnemM H6ONbLLIOTO KONMYECTBA MUKPOTPOMOOB M arperatoB KPOBSIHbIX KNeTok. Mpu
3TOM NponcxoamT 610KMPOBKA HOPMAIbHOTO KpoBoObpaLLeHNA B HONbLLIMHCTBE OPraHOB U
CUCTEM, NMPUBOAALLAA K PA3BUTUIO B HUX INYBOKMX ANCTPOPUUECKMX U3MEHEHUN.

Bcnepn 3a UHTEHCUBHbBIM CBEPTbIBAHMEM KPOBM Pa3BMBAKOTCA MMMNOKOArynauma (CHUKeHue
CNOCOBHOCTM KPOBU K CBEPTLIBAHWIO), TPOMBOLUMTONEHUA (CHUKEHME KO/INYECTBA
TPOMOOUUTOB B eAMHULIE 06bEMA KPOBU) U remopparum (KpoBoTeuyeHus).

CUHAPOM BO3HMKAET NPU CamblX pa3HO0bpa3HbIx 3aboneBaHunX, BCceraa NPUBoOAA K notepe
*KMAKOCTHbIX CBOMCTB KPOBM U HAPYLLUEHUIO €€ UMPKYAALMMK B KanUANspax, YTO HECOBMECTUMO
C HOPMaNbHOW KU3HEeAeATe/IbHOCTbIO OPraHM3ma.

TaxecTb, pacnpoOCTPAHEHHOCTb U CKOPOCTb pa3BuTusa ABC-cMHAPOMa 04YeHb pa3HOObpPa3Hbl —
OT MONTHUEHOCHbIX CMepPTeNbHbIX POPM [0 NAaTEHTHbIX (CKPbITbIX) U 3aTAXKHbIX, OT
reHepannM30BaHHOrO CBEPTbIBAHMA KPOBM A0 PErMOHAbHbIX M OPraHHbIX TpOMboremopparuni.




MpunumnHbl paszsutna ABC-cuHapoma (1)

1. leHepanm3oBaHHblE MHOEKLUN U CENTUYECKNE COCTOSHUSA (DaKTepuemns, BUPyCeEMMUs — Ha/inume BUPYCOB B
KPOBMW), B TOM Ync/e Npu abopTax, B poaax, Npu ANUTENIbHOM KaTeTepmusaumm cocyaos. Mpy cenTMYeckom LLoKe
ocTpbint ABC-cuHapom bbiBaeT Bceraa.

2. Bce BUAbI WOKA, TaKME KaK reMopparMyecknin, TpaBMaTUYECKUI, OXKOTOBbIN, aHapUNAKTUYECKMI (BO3HUKAIOLLUIA
npwv anneprum), CENTUYECKN N KapanoreHHbin. BC-cnHapom aBnseTca 0b6a3aTeIbHbIM CNYTHUKOM LLOKa 1t0boro
NPOUCXOXKAEHUA.

3. OnepaTtMBHble BMeLLATENbCTBA, ABAsOWMECA 0cob0 TpaBMaTUYHbIMKU An1A 60/1bHOTro (0cob6eHHO npu
3/10Ka4YeCcTBEHHbIX HOBOODOPA30BaHUAX, ONepaLmaAX Ha NAPEHXMMATO3HbIX OpraHax, ucnoab3osaHnn AUK u
BHYTPUCOCYANCTbIX BMeLLaTeNbCcTBax). KpoBoTeuyeHMA, KONNAMNC, MacCUBHbIE NepenmMBaHuA Kposu yyalatoT [ABC-
CUHAPOM.

4. BC-cuHapOoMOM conpoBoXAatoTcA Ntobble TEPMUHANbHbIE COCTOAHMUS.

5. ABC-cMHApom Bceraa pa3BMBAETCA B TOM Cay4Yae, eC/iv Y 60/1bHOro BOSHMKAET OCTPbIM BHYTPUCOCYAUCTBIN
remosnu3 (paspyLleHne KNeToK BHYTPU KPOBEHOCHbIX COCYA0B), B TOM YMCae MPU HECOBMECTUMBIX TPAHCPY3naX
(nepennBaHuMAxX KPOBM, HE NoAXxo4ALEN AAHHOMY 6BOIBHOMY MO rPYNNOBOM NPUHALNEKHOCTH).

6. AKyLLepcKan NaTonorns, B YaCTHOCTU NpegierkaHne NnaueHTbl, NpexaeBpeMeHHasa OTC/I0MKa NAaLEeHTbl Uan
py4YHOE ee oTAeneHune, 3aKyrnopKa COCyA0B MAaTKM OKONOMNAOAHBIMW BOAAMW, BHYTPUYTPOOHAs cmepTb Naoaa.

7. Onyxonu, ocobeHHo remo61acTo3bl, IEAKO3bl UAN CUHAPOM NOBbILLEHHOM BA3KOCTM, PaK NErKOro, NeYeHn,
NOAKENYA0UYHON, NpeacTaTeIbHOM Kenesbl, NoYKM. MNpun ocTpbix nekosax JBC-CMHAPOM Ha PasHbIX 3Tanax
6one3Hun BbiaBnAeTca y 33—45% 601bHbIX, MPU OCTPOM NPOMMUENOLMUTAPHOM NIeNKo3e — Y BONbLUMHCTBA 6ONbHbIX.

8. PaznnyuHble 3aboneBaHus, NpuBoaALLME K ECTPYKUUM NEYEHU, NOYEK, MOAKENYA0YHOM Kenesbl U Apyrux
OPraHOB U NX CUCTEM.




MpuumnHbl pazsutna AABC-cuHapoma (2)

9. OXOorm pas/IM4YHOro NPOUCXOXKAEHMA, TAaKMUE KaK TEPMUYECKUE, XMMUYECKME OXKOMU NULLEBOAA U XKenyakKa,
0COBEHHO C BblpaXXeHHbIM reMoJ/IN30M.

10. IMMyHHbIE U UMMYHOKOMMJIEKCHbIE BONE3HM, B TOM YMCNE CUCTEMHAA KPAaCcHan BOYAHKA, PEBMATU3M,
PEBMATOUAHbIV apPTPUT C BUCLEPaANbHbIMU NOPAXKEHUAMWN, FreMopparnyeckmii Backynut LLleHneiiHa — [eHoxa,
rnomepynoHedpmT.

11. leMONUTUKO-YPEMUNYECKMIN CUHOPOM.

12. Annepruyeckme peakumm NekapCcTBEHHOTO U Nt06Oro Apyroro NPOUCXOXKAEHUA.
13. O6bunbHble KPOBOTEYEHMUS.

14. TpomboTnyecKaa TpomboumToneHNYecKaa nypnypa.

15. OTpaBneHuna smenHbIMU A0aMU.

16. MepennBaHuns 60nblLIMX 06BEMOB KPOBU; BBEAEHUSA reMOo-NpenapaToBs, COAEPKALLNX aKTUBUPOBAHHbIE
baKTopbl CBEPTLIBAHMUA.

17. leyeHune npenapaTamu, Bbi3blBaOLLMMM arperaumio TPOMOOLMTOB, NMOBbILIAIOLWMMM CBEPTLIBAEMOCTb KPOBU U
CHU)KAOLWMMKN ee NPOTUBOCBEPTbIBAOLWNI N GPUOPUHONNTUYECKNI NOTEHLMANbI, 0CODEHHO NpU
KOMOWHUPOBAHHOM MX NPUMEHEHUN (?-aAPEHOCTUMYNATOPbI, CUHTETUYECKME MPOreCTUHbI, AIMMHOKANPOHOBasA
KMCNOTa U gpyrne MHrmbuTopol dnbpurHonmsa).

18. HenpasunbHoe npumeHeHne GUOPUHONUTUKOB M AHTUKOATYNAHTOB B 033X, BbI3bIBAOLLMX UCTOLLEHME
pesepBa aHTUTPOMOMHaA Il 1 dNbpPUHOAUTUYECKONM CUCTEMDI.

19. leyeHune npenapatamm gedpmbpuHUpPYIOLLErO AENCTBUA — APBUHOM, aHKpoAOM, Aedunbpason, penTnnason
(Tepanestuyeckunin BC-cuHapom).

20. MHOXeCTBEHHbIE U TMraHTCKME aHrnombl (Tna Kasabaxa-MepputTa).




Craguun passutmna ABC-cuHapoma

| cTagua — rmnepkoarynauma n arperauma TPomo6oumToB.

Il cTapmna — nepexoaHas. B aTton ctagnm otmevaeTcs
HapacTatoLwan KoaryaonaTtuna c TpombounToneHunen,
pPa3HOHaNpPaBAeHHbIMU CABUTAaMM B OOLLIMX TECTAX Ha
CBEpPTbIBAEMOCTb.

lll ctagma — ctagma rybokon runokoarynauun. B aton ctagmuu
CNocoBHOCTb KPOBU K CBEPTbIBAHUIO MOXKET NOJIHOCTbIO
yTPayMBaTbCA.

IV cTagmsa — BoccTaHoBUTENIbHAA. B cnyyae HebnaronpuaTHoro
TeyeHuna ABC-cmHapoma B 3ToM cTagnm popmupytoTca
pa3Hoobpa3Hble OC/IOXKHEHNA, NPUBOASA B HONbLLUNHCTBE
C/ly4aesB K /ieTa/ibHOMY Ucxoay.




