[laTonornga remocTta3sa

(FeMOCTa3OI'IaTI/II/I )
[emopparuvyeckue guartesbl



OCHOBHbIE MONOoXeHUsA nekuumn

Cuctema remoctasa obecrneymBaeT roMmeocTas: reMopeosiornio, MUKPOLIMPKYNSALINIO,
TpaHcKanunnapHbIA 0OMeH, pereHepauumio, a Takke BocnaneHne, UMMYHUTET,

3 3seHa remocTasa 06eCneumBaIOT XMAKOE COCTOSHME KPOBW B HOPME 1 repMeTmn3aLmio
COCYAMCTOrO pycna npu TpaBme

[emocTasonatum knaccuduumpyrotTca no: a) nedpekTy ogHoro 13 3seHbes 6) Mo
3TUOJNIOTUM B) MO TUNY KPOBOTOUYUBOCTU ) CMELLaHHble

HanGonee yacTon NpMYNHON NPUOOPETEHHON KPOBOTOUYNBOCTU AABNSETCA NaTONoOrusa
TpombouutoB (80%), a 3 HUx WUTI — 6. Bepnbroda (95% npu remopparnyeckom
cuHgpome ¢ TpombouutoneHunen!!!)

BTtopoe mecTo 3aHMMmaloT Basonatuu, a umeHHo 6. LlennenHa- NeHoxa (I'B) u cuctemHble
BaCKynuThbl

Cpeaon HacneacTBeHHbIX reMOCTa3onaTum CaMou 4YacTomn ABNSAETCA CUHAPOM
BunnebpaHara

Cpeaon HacneacTBEHHbIX Koarynonatum Ha nepBom mecte - remocpunua A (90%)
Mpu OBC cuHgpome nopaxarTca Bce 3 3BeHa remocTasa

JlekapcTtBa MoryT 6bITb NpUYMHON AedrekTa nboro 3BeHa remocrasa




Cuncrtema remocTra3sa

.Cncrema remocTasa - ato

COBOKYIMHOCTb U 83aumodelcmeue KNeToK KPoBY,
nfa3mMeHHbIX PakTopOB, CTEHKM COCYAOB N OPraHoB,
NPUHUMAIOLLMX Yy4YacTue B CUHTE3E U paspyLUeHUU
drakTopoB, obecnevnBatoLnX LENOCTHOCTb COCYANCTON
CTEHKMN, NogaepKaHne KpoBU B XXUOKOM COCTOAHUN U
OCTaHOBKY KPOBOTEYEHUSA Npu rnoBpeXaeHun cocyaa.




Cucmema cemocmasza_obecneyusaem.

1. noaaepkaHUE KPOBH B JKUJKOM COCTOSTHUH

2. TEMOPEOJIOTHIO, TEMOJIMHAMUKY, MUKPOILUPKYISLIUIO
3. TpaHCKaWUISPHBIM OOMEH

4. TPOMOOPE3UCTEHTHOCTh COCYIUCTOM CTEHKU B

ghn3n0.110rnqec1mx VCJI0BUAX

5. repMeTH3alMIO0 COCYIUCTOTO pyciia IIpU TPaBMe
(OrpaHUYEHUE KPOBOIIOTEPH )
6. JIOKQJIM3AIMI0 0Yara BOCIAJICHUSA
7. pereHepaluio U 3aKUBJICHUE paH ( mpoaudepalum 1
AHTHOTCHE3),
8. HecneU(PUIECKU NMMYHHUTET ( OTICOHM3AILIHIO,

(barouTo3, MUTOJIM3 )




CUCTEMA I'EMOCTA3A
OU3NOTOI'MYECKAA posb

IMonaep:xanne KPOBU B KUIKOM

Jloxanmu3anus
COCTOSHUH
nporiecca mpu
BOCIIAJICHUH
O0ecrieyeHue:
reMopeoJIorun

TPAHCKANMWIJISIPHOTO 00MeHa
TPOMOOPE3UCTEHTHOCTH
COCYIUCTON CTEeHKH

Perenepanus u
3a’KUBJIEHHE PaH

COCyIHCTOe TpPOMOOUTAPHOE

Hecnenmuduueckuit

I'epmeTn3anus cocyna npu HMMYHUTET
TpaBMe

IIA3MECHHOC

CUCTEMA I'EMOCTA3A o6ecneunBaer I'OMEOCTA3




IomnepkaHnue KPOBHU B KHIKOM COCTOSSHUMU

CocvaiucTas CTeHKA

1. OrtpunarenbHO  3apsiKECHHAS
JHJIOBACKYJISIpPHAS MeMOpaHa
(KHCIIbIe MYKOTIOJIUCAXAPHU/IbI);

2. TpomOoMoxyIuH, CBSI-
3bIBAOIINNA U HWHAKTUBUPYIO-LIHAN
TPOMOUH. 10T KOMILIEKC
AKTUBHPYET AHTHUKOATYJSIHTHI -
nporeudsl C u S;

3. UHruOuTopsl BHELIHEr0 MyTH
ceepteiBanus: (UBIIC unu TEFI),
To ecth Td+ VIla/Xa (BHewHss

TEHa3a);

4.aHTUKOATYJAHTHI (TTpoTenHbl C
uS);

S.akTuBaTOpbl  (PUOPUHOIM3A:
TKaHEBOU AKTUBATOP

mia3MuHoreHa - TIIA;

6. AHTHATPEraHThI
(MpOCTANMKIINH);

7. (hakTop penakcanuu SHIOTENUS,
okcua A3OTA.

TPOMBO-
PE3UCTEHT-
HOCTb
U TIO/IJIEpKAHUE
KPOBH B KHUIKOM
COCTOSIHUU

TpomMOOUUTHI

| .anrnoTpopuyeckas GyHKIIUSA;
2.KOHLEHTPALUOHHO-
TPAHCHOPTHAS;

3.4 anTuKoaryasiHTa:

al-AT,

a2-MTI,

a2- aHTUIJIa3MUH,

Cl1-UH

4.yepes TOP — perenepauus
KJIETOK COCYAUCTOU CTEHKU;

5. Yyactue B  JIaTEHTHOM
MHUKPOCBEPTHIBAHUH.

I1.1a3MeHHoOe 3BEeHO

1. du3noornyecKkue AHTHUKOAI'YJIAHTBI

(AT-III, nporeuns! C u S);

. OUOPUHOIUTHYECKASI CUCTEMA;
3. JIJaTeHTHOE MUKPOCBEPTHIBAHUE.




MEXAHMW3MbI OBECIIEYHEHUSA 'TEMOCTA3A

Cocviucrass CTeHKA

Cexpenust ¢dakropa
Buaneopanara (PB)

¢pudpoHexkTHH

TPOMOOKcaH A,

DAT (pakrop akTUBALMU
TPOMOOITUTOB)

IKCIpPeCcCHst
AJITE3UN

MOJIEKYJI

MPOAYKIYSI HHTHOMTOPOB
TKaHEBOTO aKTHBATOPA

INJIAa3MHUHOI'CHA
(PAI 1PAI 2)

Tpomo603
I/I
remMocras

OCHOBHOM
(BHEIIHMH ) MyTh aKTUBALUU
KOaryJIsiiuu

JTOBABOYHbBIN
(BHYTPeHHM) ITyTh
aKTUBAIIUU KOATYIISIIIUU

OBIIUMN yTh
KOaryJsiiiuu

TpomOouUTHI

crasm (cepoTOHMH,
anpenanut, TxA,)

aare3usi (uepes @B u ®H
K Konnazeny u JL])

POT-A (Al®, anpenanun
)

arperanus I oOparumas)

POT b (4-i1 dakrop, P
TpoMOOTTI00YIIUH, poc-
TOBOM  (akTop, TpomMOO-
CTIOH/IMH)

arperanus 11
¢pochoaunuaHas marpuna
TSt KOaryJis-IiuOHHOTO

Kackaja

peTpakims CrycTKa




NMATON'EHE3 TPOMBO3A

Koarynaums
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GP VI '(E, » AKTUBHPOBaHHBI o200 Cexpeuusi/BbICBOO0XKIEHUE

e ©°
UHTETpUH Oiipfs (ATD, cepoToHnHa, Tx A,)
A GPIb-V-IX [y HeakTuBMpOBAHHBLIH 1 dubpuHoreH
UHTErpuH 0o
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Hectoiikoe  Ponnunr AKTMBaUMA M dopmupoBaHue TpombBa
CBAi3biBaHUe cekpeLus

>
Hurerpus 0O 1pfs - GP IIb-Illa TeyeHue npouecca

Hurerpun 0231 - GP Ia-Ilb






AIrPETALUA

TpombouunToB




IHATOJIOT'UA TTEMOCTA3A

| | i

IFEMOPPAI'MYECKHUE TPOMBO- TPOMBbBO-
AUATE3bI
OUINYECKUE TEMOPPATUYECKUMA
Bazonaruu
COCTOAHUA CUHAPOM
Koaryaonaruu
JABC)

TpomOouuTOIATHH




KNACCUDPUKALNA TEEMOPPATMYECKUX ANATE3OB

aTnonornga

BA3OIMATUN

KOAIYNOMATNA

TPOMBOUUTOMNATUNA

¢ TPOMBOLIMTOMEHUEWN

6e3 TPOMBOLUUNTOMNEHUNN

11| obpasosaHue

1 paspywieHue

11| agre3sun

11l arperaunu

L1l POT

HacnepncTtBeHHble

. emaHrmombl
(PeHato —
Ocnepa)

Nyn — Bap (MOC
— aTakcus ¢
TeneaHrno-
SKTasunen)

1. VIIIK -
A

2. 1X -
B

3. Xl
remocpunus C

4.V - 6. OBpeHa

5. X - 6.CTroapra-
Mpayapa

6. Xl

remocpunums

remocpunna

1 BpoXXaeHHbIN
rmnomMerakapuo-
UMTO3

2. Linknnyeckni
ANCreHes mera-
KapuoumToB

1. CnHgpom
Buckotta —
Onpgpuya

2. AHomanus
Maga-XernuHa

1
. bonesHb
Bunne-
OGpaHga

2. bonesHb
bepHapa —
Cynbe

1. Tpomba-
CTEHUS
MaHumaHa

2. ATpombus

HedekT
POT

MprnobpeTeHHble

1. 6. WeHnenHa-
['eHOxa

2. rmnosmutammHos C
3. OBC

4. CucteMHble
AN3

5.Nemopparuyeckas
nuxopagka

1. 6. [NeyeHn

2. runoButammHo3 K

3.ABC

4. AHTUKOArynsHTbl:
MwuKpoBHble

3mMenHble
NeKapCcTBEHHbIEe

. VIHhekuun
. obny4yeHue
. NekapcTsa
. Nenkos

. rvno-

BUTaAMUHO3 B
12

1. UTT1 (©.
Bepnbroga)

- CKB

- ABC

+ Cencuc

* Jleriko3

» Ankorosb

* JlekapcTtBa

1 JlekapcTtBa

2. AT-akpaHun-
pytoLiune

3. bonesHu
TSOKENbIX
uenen
(MnenomHas)

JlekapcTBa
(acnupwuH,
aHanreTuku,
nHoomeTa-

LinH)

Twun kpoBo-
TOUYNBOYTUTH

BackynuTtHo-
NypnypHbIA UNu
aHrMoOMaTO3HbIN

FleMaTOMHBLIN

MATHUCTO-NEeTexmanbHbIN




[ emopparn4eckmm CMHOPOM

KnuHudeckas xapakTepHrCTUKAa TeMOPParui4ecKoro CHHApPoOMa
OTPaXAET, KaK MPaBUJIO, BeAyIUI MEXaHU3M PacCTPOMCTBA reMOCTa3a.

Koarynonaruu mposiBIsSIFOTCS TEMATOMHBIM TUIIOM KPOBOTOUYMBOCTH, YACTO
B MOJIOCTh CyCTaBOB. JIabopaTopHbIE€ TECTHI YKA3hIBAIOT HA YBEIUUYCHUE
BPEMEHU CBEPTHIBAHUS KPOBH.

Bazonaruu XxapakTepusyrTCs MyPIyPHbIM TUIIOM KPOBOTOUYUBOCTHU
(CUMMETpUYHBIC, OKPYIJIbIE, OTIpaHUYCHHBIC MpH O0oJie3uu [llenneiina —
I'eHoxa).

TpoMmOoUTONAaTHH MPOSBISAIOTCS B BUJIE TIETEXUI U DKXMMO30B
(HOJIMXPOMHBIE, TOTUMOP(HHBIE, CIIOHTAHHO BO3HUKAIOIINE)

* 80% Bcex BUIOB reMOPParnyeCKux pacCTPOMCTB COCTABIISIIOT
TPOMBOLMUTOITATHN.




daclrieaCrBeHHblEe TeMOCTa30Matnum

« Cpeanun HacneacTBEHHbIX reMopparmyecknx CUHOAPOMOB
95% coctaenaT bonesHb BunnebpaHga v remocunmm
A n B, npn atom yactota bonesHn BunnebpaHaa B
pasnn4YHbIX nonynauuax konednetrcsa ot 1% [o-2% w
bornee, a remochunma A (85% Bcex remodomnnuin)
BCcTpe4vaeTcda B mupe B cpeaHem y 30-100 n3 1 mnH

yenosek. B EBponenckmx ctpaHax TsaXXenou
remodpunuen ctpagatot 1 na 10 000 HoBOpOXAEHHbIX
Manb4YnKOB.

CamocTosTenbHY0 rpynny npeacTaBnstoT
«remaTtomeseHxmmMarnbHble gucnnasumy, 3abonesaHus,
npencTasnsaoLwme cobon codetTaHne BPOXKOEHHOM
TpombouuMTonaTum ¢ aHoManmsamMm coeguHUTENbHOWM
TKaHU N UMMYHOAEMULINTHBIM COCTOSTHUEM.

B Hee Bownu cuHapom BuckoTtta- Ongpuya, CMHAPOM
MapdraHa n cnHgpom 3nepca- daHno.




GPlb

renapwH
i Cynbgatugpi GPllb / llla
KonnareH MenapwH ' BotpoueTuH
F Vil | PUCTOLETMH
RGD KonnareH RGDS

Monekyna . BunnebpaHga

dakTtop BunnebpaHaa (PB) — rmmkonpoTenH, UMEKLLNA MyNBTUMEPHYIO CTPYKTYPY
CuHTe3aupyeTcs B cneymnasbHbIX rpaHynax aH40TENMOLUUTOB.

'eH, kogupytowmnn ®B pacnonaraetcsa Ha 12-in xpomocome. Hacnegyetcsa oObl4HO MO
AOMWHAHTHOMY TuUMy, ogHaKko, AeuumT nnm kayecteeHHbIn aedekt PB obycrnosneHbl LensbiM
PAOOM reHETUYECKNX MyTaLmMin, NO3TOMY cyllecTByeT 6ornee 20 TMnoB 3aboneBaHus,
obbeanHeHHbIX B cuHApoM BunnebpaHaa.




TPOMBOLIUTOIIATHUHA

TPOMBOUUT

TpomoOacTenus
I'manumana

ATpoMOus
I ——

ATPETrAUNnNA

PaccrpoiicTBa arperanumn

CEKPELWA
PaccrpoiicTBa cekpennun POT

{

TpomoOokcan
negekT cuHTEe32 TPOMOOKCAHA

—> IlepBuunbiii gegext POT

—> JedexT myj1a XxpaHeHus

KoJstaren cy0aHaoTe M
| | GP-IIb
AJNT'E3USA oB GP-llia
PaccTpoiicTBa aaresun GP-IIb
GP-Ilia
5 y /7 GP-IIb
D. I DPaH/] GP-IIb GP-Ilia
5. Beprap GP-Ilia /_
GP-IIb
AKTUBALIUA CD41 | |GP-1lia
PaccrpoiicTBa penenuuu GP-IIb
OOCOOJUIINIbI GP-Ilia
|
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aJpeHaIHH R V
Apaxua0HOBas K-Ta =
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JedexkT miIacTHHOYHOIO

KOMITIOHCHTA KOoaryJasanuu




CuHpgpom BuckotTta- Ongpuya

Fy d 1.Frequent infections
o 'ndfi:'
-~ |
Thrombc- E'EE"".“ _
crtes | constitution
3. Thromba-
oy tapenic
pLUrpLUrS:
wRTE apistais;
lrﬁi b Teell: | pet=chial
{50 - pe _ |
Er-:tc?m-il:ﬂ Buridle formistion ::.':.I'Ibhedng: "
i " of actin Filaments Impairad ol u
incytaskeletcn | function |
D. Wiskott - Aldrich syndrome Clinical triad

«reMaTto - Me3eHxXUMarnbHble AUCnnasnumy, BkrovarLwas TpoMooLUNTONEHNIO,
9K3eMy 1 kKomBnHuposaHHbIn N[O C




[TpnobpeTeHHbIe remocTasonaTmnm

« Cpean npnobpeTteHHbIX PopM remopparm4eckmx
avaTes3oB NepBOe MECTO MPUHAANIEXUT namonaTnyeckom
TpomboumToneHndeckon nypnype ( ATI) - 6onesHu
Bepnbroga. o gaHHbIM 3KcnepToB AMEpPUKaHCKOro
obuiecTBa rematosnoroB B 95% criyyaeB B OCHOBE

TpombouutoneHun nexut UTTT.




lMpuobpemeHHbIe Mpomboyumonamuu
bone3Hb Bepnbroa

YactoTta LTI coctaensiet 1 -13%0 Ha 100 000 HaceneHus. (2004r).
OHa 6bina ogHUM 13 NepBbIX NOEHTUPULMPOBAHHbLIX
remopparndeckux sabornesaHnm yenoseka. Ee onucan Bepnbrod
euwle B XVIIl Beke. B 6onbLWMHCTBE CrnyvyaeB pa3BUBaETCs Y
OOLLKONbHUKOB, OBbIYHO Yepes 2-4 Hegenu nocne NepeHeCceHHbIX
BUPYCHLIX 3aboneBaHnn. KNnMHNYeCcKn NposBrsgeTca B BUae
KPOBOWU3MNUSHUI B TOSMLLE KOXU U CIIM3NCTLIX, CBUOETENLCTBYIOLLNX O
HapyLLlEHUN COCYaMNCTO- TPOMBOLMTAPHOro remocTasa

XapaKkTepHbIMUX NpuU3Hakamu Nypnypbl SABMASETCH ee NONUXPOMHOCTb
(pas3nn4yHas okpacka KpOBOUSMUAHUI B 3aBUCUMOCTU OT AaBHOCTH),

NONUMOPAHOCTL (METEXUU, IKXMMO3bI), HECUMMETPUYHOCTb,
CNOHTAHHOCTb BO3HUKHOBEHMUS.

TunnyHbl HocoBble KpoBoTedeHus. Y 45% peten ¢ octpon UTTI
NMeeTCs «cyxas» nypnypa (To eCTb NULLb KOXHbIE NposiBrieHns 6e3
BHYTPEHHNX KPOBOUSITUAHUN).

B 80-90% cny4aeB Tl 3akaH4YnBaeTCA BbI34OPOBIIEHNEM.




T (6. Bepnbroda)




[TnazmeHHOe 3BeHO remMocTa3sa

BKMNtoYaeT 15 nna3mMeHHbIX hakTopoB- NpoKoarynsHTOB,

aHTUKoarynsHTbl ( CEpuHOBbIE NPOTEasbl):
aHTuTpoMOuH Il (AT-III),
C1-uHrnoumTop (C1-UIN),
al-aHTutpuncuH (a1-AT),
a2-makpornobynuu (a2-MI),
npoteuHsl C n S,

KOMIMOHEHTbI OUOPUHONUTUYECKON CUCTEMBDI: NNAa3sMUHOIEH, €ro
NHIMBOUTOPLI- aHTUNNasMuH, a2-MI" n MHrMbuUTopa akTMBaTOPOB.

B rpynny npokoarynaHToB cerogHsa BKOYeH NpoTenH Z, CXO4HbIN C
benkamu NpoTPOMBMHOBOIO KOMMNeKkca, ButTammH K- 3aBUCUMBbIN.
OH obecneymBaeT ycrnoBma KOHTaKTa TpomMouHa ¢ doocponunuaHom
NOBEPXHOCTbIO SHAOTENMUA.




CXEMA MATPUYHOIO B3AUMOOEUCTBUA ®AKTOPOB
CBEPTbIBAHUA KPOBMU

P X MpoTpoM6uH _— TpombuH

g

® IX
a

/h .  KackagHocTtb

2. YcuneHue

3. YnpaBnsieMmocCcTb

£. CamoorpaHunyeHue
NMonudyHKUMOHANBLHOCTbL

6. Martpuua — nokanbHOCTb

Ca2* Ca2* (Cg2* [- CBA3b Cc KannuKpeuH-
| | |

KUHUHOBOW, hUOPUHO-

3¢ - poconunug - maTpumua 3
JINTUYEeCKOMN U KOMMNINeMeHTa




KackagHoO - KOMMNIieKCHasa cxema KOoarynauum

BHYyTpeHHAad

BMK

Kamkpens |

1 /

1. Xlla+XI+3

BHelwHasa

TxaneBout pakrop (TdD)

l

la. VII+TF+Ca'™"

[MpekannukpeunH

v
2. IX+Xla+VIII+3p+Ca™ l
v
3. Xa+V+|3g+Catt
] |—¢> lla > X1 > X1
d
OubprHOreH | —>|S-Oudpun —> J-Oubpun




1.

Koa FYHNOMNAaTUWM (knaccudmkauns)

HacrneancTtBeHHbIe

[emodomnun 1.
A (80%) 5
B (15%)

C (1,3%) 3.
HNedektT pmnbpuHoreHa 4,
(adpnbprnHoreHemMus)

OedpexT I, V, VII, X, XI, XII, XIII',

npekannukpenHa, KBM

npPUoopeTeHHbIe

[MnoButammHos K
B. [NeyeHn
[NBC

AHTUKOArynsHTbl (MUKPOOHbIE,

3MENHbIE, J'IeKapCTBeHHbIe)

Tun kposoTounsoctT FTEMATOMHbIN



KOAMYNOMATUM
TEMODUTTNA A

emopunus A — HacneacTBeHHoe 3aboneBaHue,
nepegasaemMoe no peLeccruBHOMY, cUenneHHoMY ¢ X
XpOMOCOMOM TUNy, CBA3aHHOE C AedPUUNTOM NUnu
noedektom VIl K nnasmeHHoro gpaktopa.

BbiaBNeHO 7 pasnnyHbIX MyTaunmn, cneymduyHbix ang
KaXOon ceMbM.

[To naHHbIM KomuteTa akcneptoB BO3 cHmxkeHne VIl K
0o 25% oT HOpMbI HE COMPOBOXAAETCA CMOHTAHHbIMM
KpoBoTeveHusamn n gaxe 5% VIl dpakTopa crnocobHbl
nogaepXmeaTb remocTas. Taxxenou cumTaeTcsd
remodpunusa npu yposHe VIl dpaktopa meHee 1%.




MpnoGpeTeHHbIEe KoaryrnonaTtuu

NMprnobpeTeHHbIe HapyLLUEeHNA CBEPTbIBAHNSA KPOBM BCTPEYAOTCA Yalle HacneacTBEeHHbIX
N, Kak NpaBumo, obycnoBneHbl MHOXeCTBEHHbLIM AedLNTOM (haKTOPOB CBEPTLIBAHUS.

DedonumnTt Butammuna K ctrout cpeam npuiunH Ha nepsom Mecte. OH MOXET ObITb CBA3aH
C CMHOPOMOM Marnbabcopbumm (Lenuakus, cnpy), o6CTPYKUMEN KemnYeBbIBOAALLMUX NyTEN,
nevyeHnem aHTMOMOTUKaAMM N aHTaroHMcTammn BuTammnHa K

Bone3Hn neYyeHm BbI3bIBAIOT MHOXECTBEHHLIE HapyweHna B CUCTeEME remocTasa.

1) HapyLieHne cnHTe3a BuTaMmnH K- 3aaBucumbix npokoarynsaHtos I, VI, IX, X dakTtopos.
2) HapyLeHne cuHTe3a BuTaMmnH K- Hesasmncumbix npokoarynsHtos |, V, Xl, XIl, MK, BMK.
3) HapyLleHne cuHTe3a BUTaMUH K- 3aBUCUMBbIX aHTUKOarynsHToB npotenHos C u S.

4) NoHWXEeHHbIN CUHTE3 N NOBbLILLEHHOE NOTpebrieHne MHIMBbUTOPOB CBEPTLIBAHUA

5) ycurnieHue paspyLleHns TpoMOOoOLNTOB B Cere3eHKe U B MNeYeHM.

6) CTumynaums pnbprnHonNusa BCreacTBmMe YCUNEHN NPOAYKLUMN TKAHEBOIO akTuBaTopa
nnasmuHoreHa (TAI).

7) HapylweHne knnpeHca akTMBUPOBaHHbLIX NPOKOAryrsgHTOB, YTO BeAET K NOBbILLEHUIO
YPOBHSA TpOMOMHA.




[eMopparmyeckasi 6one3Hb HOBOPOXAEHHbIX
(FpBH)

* [IpnynHon remopparn4eckom 6one3Hn HOBO-
POXOEHHbIX ABndAeTca aedunuymt ButammHa K .
Ero bnonornyeckasa yHKUNA 3aKNO4YaeTCcA B
obecnevyeHnn KapbokCMnNMpoBaHUS OCTaTKOB
rMyTaMUHOBOW KNCOTbI B BUTaMUH K- 3aBU-

CUMbIX NPO- N @aHTUKOArynaHTax, CUHTE3NpYy-
eMbIX NeYyeHblo. B pesynbraTe Yyero oHu
CTaAHOBATCA CNOCOOHbIMU CcBA3bIBaTb Ca + + U
Taknm obpasom pukcmnpoBaTtb OENKU K
dochonmnuoam membpaH KneTok (Matpuue).
YactoTa 'pbH coctaBnset 0,25- 1,5% npwu
OTCYTCTBUM NPOPUNAKTUKM ee BUTaMnHOM K.




Knaccudpukauyms sasonatun

HacnedcmeeHHbIe

[emopparnyeckas
TerneaHrnakrasug

PeHgto-Ocnepa

ATakcus ¢ TeneaHrmakrtasmeu Jlym
— bap (cuHgpom MOC)

CvHgpom Ornepca-[aHno
(reHepanmsoBaHHaﬂ dombpoancnnasus

AMacTUYECKNX BOTOKOH )

[lereHepaTnBHbLIE N3MEHEHUA
coeNHUTENbHOW TKaHU B
COYeTaHUn ¢ ANCTPOPUYECKUM
9M1acTo30M

1.

[TpuobpemeHHbIe

b. LLleHnenHa — 'eHoXa,
anneprnyeckum

KannnnapoTOKCMKO3

Backynutbl npu cuctemHbix A3
[unosutammnHoz C
[emMopparnyeckas nmxopagka

OBC




b. UleHnenHa — N'eHoxa

(MHPEKUMOHHO-anMeprmi4ecknin KanunnapoTOKCUKO3
NEenKoLIMTOKNACTUYECKMIA BACKVIUT)

2mic manifestation

Cieposition
of

immuna

complexes

inwvessal \ ok

- nephropathy
Paetachias
Lirticaria
Papulks
Hemaorrhage
Necrosis
Blo=od vessel changes Sy mimetric

manifestation

B. Leukocytoclastic vasculitis




feMopparnyecknm BacKynuTt
(6bone3Hb LLeHnenHa-NreHoxa, MHPEKUMOHHO- ansieprM4eckuin

KanunnsapoToKCcH KO3)

I'B —-uMMyHONIaTOJIOTHYECKOE (MMMYHOKOMJIEKCHOE) TTOPAKEHNE MEJIKUX
COCYIOB: KaIllWJUISIPOB, BEHYJ, APTEPHUOJI C OTIIOKEHUEM B UX CTEHKAX
MMMYHHBIX JIETIO3UTOB, COCTOSIIIAX MTPEUMYIIIECTBEHHO U3 UMMYHO-
II100YyJIMHOB KJ1acca [gA.

Bcerpeuaercs ¢ wacroron 2,0-2,5 Ha 10 000 meTckoro HaceneHus B TO/I.
Matpuuky 0O0JIEIOT BABOE Yallle IEBOYEK.

B HacTogulee Bpemda v 6o5bHbIX [ B ycTaHOBNEHO HapvylLieHue
bapbepHON PYHKLIMN KMLLIEYHUKA WU MOBbILLEHHAsSA NPOHULIAEMOCTb Ero
CTEHKM A9 MaKpPOMOJIEKVI1.

TUNNYHBIMN N3MEHEHNAMMN B KpoBU npu ['B aBnaoTca noBbilLeHne
YPOBHEWN LMPKYNNPYOWNX UMMYHHbIX KomnrekcoB (LK) n anturena
doakTopa Bunnebparnga (pB Al- mapkep [B).

[ B MoXeT ObITb 4€0OTOM CUCTEMHbIX ANAPY3HbIX
MMMYHONATOSOrM4Yecknx 3aboneBaHnmm COeaNHNTENBHOW TKaHU N B
CBA3M C 3TUM NpU NOBIX COMHEHUSAX MPOBOANTL KOMMSIEKC

COOTBETCTBYHOLLNX NMMYHOJTOTNMYECKNX nccnegoBaHu.
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[eMopparnyeckun BaCKynuT
(6. LUeHnenHa — NeHoxa )

KnuHnyeckue popmbl

— NpocTas

— CMelUaHHas

KnnHunyeckue cuHOpoMbl

— KOXXHbIN

— cycTtaBHou (y 2/3 DOnbHbIX)

— abgoMuHarnbeHbIN (Y 2/3 60nbHbIX)

— noyeyHbin (y 1/3-1/2 60nbHbIX — 04aroBbIN UMK
cerMeHTapHbIv, AMAPAY3HLIN, NOOOCTPLIN TH)




NnddepeHunanbHas gnarHoctTnka remopparm4eckmx CUHAPOMOB

@Popma natonoruu Bpems KonuuectBo B AHTB or
KpoBOoTe4YeHuUA TpOMGOLIMTOB
TPOMBOIIUTOIIEHNA yONVUHEHO CHWXEHO HOpMa HopMa HopMa
TPOMBOLIMTONATNA yOJNIMHEHO HopMma HopMma HopMma HopMma
BonesHs BUNTNIEBPAHOA YONNHEHO HopMma HopMma YONWUHEHO | HOpMma
HopMma HopMma HopMma NUHEHO | Hopma
FEEMO®UNNA A P P P ¥a P
Oedpuunt VI o HopMa HopMa YONMHEHO | HOpMa HopMma
AedekT hakTopos: HopMa HopMa YONMUHEHO | yAJIMHEHO | Hopma

LI, Vv, X




[NBC - cnHapom

CUHIPOM IOJIMOPTaHHOW HEAOCTATOYHOCTH, BBI3BAHHBIN
OJIOKaJI0M MUKPOIIUPKYIISLMNU CTYCTKaMU U TpoMOaMH, ¢
HJIOTOKCHUKO30M U TUC(PYHKIIUEH KICTOK B CBS3U C
BHYTPHUCOCYAMCTON aKTUBAIIMEH KOATYISIIUU C TIOCIICTYIOIINM
MOTPEOJICHUEM IIPO- U AHTUKOAr'yIsSIHTOB, TPOMOOIIUTOB,
COIIPOBOXK/IAIOIIUICS KIMHUKON TpOMOO30B M reMOpparui.



OBC- cnHopom

OBC- cuHapoMm — Hecneuudunyeckum obLlenaTonornyeckum
npouecc, CBA3aHHbIA C NMOCTYMNJIEHUEM B KPOBOTOK aKTUBaTOpPOB
CBepTbIBaHUA KPOBU U arperaumm TpomoounToB, oOpa3oBaHMEM
B HeM mpombuHa, aKTuBauueun U uUcmMouweHUeM nrna3MeHHbIX
thepMeHTHbIX cucTemM (CBepTbiBalOLWeEU, KannnKpenH-KMHUMHOBOW,
(MO pUHONUTNYECKON. KOMMSIEMEHTa), oOpa3oBaHMEeM B KpOBM
MHOXecCTBa MUKpOC2yCcmkKoe u azpez2amoe KIeTOK,
6/10KUPYrOWUX MUKPOUUPKY/ISIUUK B OpraHax, YTo npuBOAMUT K
pa3BUTUIO TPOMDOOremopparmm, runokcun, auuaosa, auctpocdunm n
rmyb6okon AnCKhYHKUMM OpraHoB, WHTOKCUKALUUM OpraHusma
npoaykramm 6enkoBoro pacnaga v gpyrumm metabonutamum u

Hepeako BO3HUKHOBEHUIO BTOPUYHbIX npody3HbIX
KpOBOTEYEHUMN.

3.C. bapkaraH, 1988



Cencuc

Y BCE BUJIBI
ILIIOKA

Tpaemoi
Ooicocu
Hnpapxm
C/P

boneznu
LUK

AKywmepcko-
TMHEKOJIOTUYeCKasl MaToJIOTHs

Bce mepmuHajibHble
COCTOAHMUA

Jleiiko3

ITUOJIOTUS JBC

CHHJIpOMa BHyTpHCOCY-
CéMojtu3
KHIIICYHHW KA

llocmynnenue skzonpomeas:
Iankpeamum QOTpaBiCHUE 3MEUHBIM A0OM Jlekapcmea




atuonorua ABC

M MHbeKuMoHHO
cenTUYecKuni
M akywepckaa natonorua

kd oXKorosble NoparKeHuns

M Tpasma



[1laToreHes OBC

(Mnepkoarynauus, scneacreve

1. AKTBaumm obomux nyTen Koarynsauum,
2 cucmeMHoe rnopaxeHue aHoomenus
3. Akmueayusi u nompebneHue mpombébouyumos

Bnokaga MUKPOLMPKYNSILMM MUKPOTPOMGaMu U
cryctkamu
Peonoruyeckasi OKKn3na Kanunnspos

~~

"[lpomeonnumuyeckul e3pbie’ - BCNeAcTBue
aKTUBaUUWN Ms1a3mMeHHbIX CUCTEM:

Ceepmuigaroueii - CTYCTKH, TPOMOBI -
TPOMOOTHYECKHH CHHIPOM;
duopunonumuueckoi - naio -

reMopparu4eCKMu CUHIpPOM;

KaWIuKpeuH-KUHUHO8oU  —  cHudxceHue AJll -
ITOBBILICHUE COCYAUCTOM ITPOHULIAEMOCTH;

Komnnemenma - CTUMYJISALAS BCeX
3BEHBEB IEMOCTa3a U NOCTYIUICHUS  KJ1emOo4YHblX

L

HNIIEMMS TKaunei

L

Funokcusi u decmpyKuusi KlIeMmMoK WOKO8bIX
op2aHos

TNCOYHKIUA
IIHC, TIOYEK, JIETKAX, MTEYEHU, CEPIIIA

Haodnoye4yHuUKkoeass He0ocmamo4YyHOCMb

nporteas.
Koarw‘[ona’rnﬂ " 3HOOMOKCUKO3
TPOMOOIMTONEHUS nompebnenus
C UCTOIICHUEM TPO- U _\l l/_
EIAIT R B A 8O Ilamonozuueckuii
(L, 11, V, VIII, XIII dubpunonus
AT III, mporennos C, S)

<

T o oo

reMopparu4ecKui CUHIPOM

nojiuopeanHan He00CmMamouHoCHb




Craguu ABC-cunapoma

I - runepkoaryiasiuust ( ykopouenne BpemMenu AUTB, IITB, TB, nonoxurenbHbIe
NapakoaryJsallMOHHbIE TECThl, (parMeHTalus SPUTPOIIMTOB B MaszKe, BO3MOXKHO
CHUKEHUE arperalluOHHON (QYHKIIMU TPOMOOIIMTOB U akTUBAIUs (GUOPHUHOIN3A).

2 - nmnepexogHas (C HapacTawlleld KoaryJomaruei u TPOMOOIIUTOTICHUEH,
XapaKTEPU3yeTCsl Pa3HOHANPABJEHHBIMM CJBUTaMU B OOIEKOAryJISIIIUOHHBIX TECTaX.
Tpombo31acTorpaMMa — yKa3blBa€T THIIOKOATYJIALNMIO, a TapaKoaryJsallMOHHbIE TECThI
— THNIEPKOAryYJIALIO. ).

3 - runokoaryasinus (yIJIMHEHUE BPEMEHH BCEX OOIICKOATYJISIIITUOHHBIX TECTOB BILIOTh
JI0 HECBEPTHIBAHUS KPOBM), TPOMOOIUTONEHUs, aHeMus, aepuuutr (uOpUHOreHa,
AT111, nporeunoB C u S, mnaronorudeckuii Guodpunonu3. KpoBoreueHuss u3 Mect
VHBEKINM.

4 — BOCCTAaHOBHUTEJbHAsl (WM TIpU HEOJArONMPUATHOM Te4eHUU ¢aza HCXOI0B U
OCJIOKHEHU).




[laTtoreHes remopparun npu ABC

1. Briokaga MUKpPOUMPKYNATOPHOro pycna cryctkamu comopuHa,
arperatamm Knetok Kkposu u Naod

. QUCTPOMPUA CTEHOK Kanunnspos
. cnagx- geHomeH

. TMMOKCUYeCKU- MlueMn4yeckoe noeBpexageHme memopaH
. aumpos

. TPpOMOOLUMTONEHUA NOTPedneHusA

. NOoTpebrieHne NrasMeHHbIX MPOKOAarynsiHToB

. NP — naTonornyeckue aHTUKOArynsaHTbI




: CybcunHgpomsbl npn ABC =

[lonropranHas HEAOCTATOYHOCTD

1 |

CBOC - SIRS

«IIATOKWHOBBIM IITOPM»

Jlerkue
PJICB
A IHoukn
OIIH
Ileuenn
HaAMMOYEYHUKU Bropuunas
CENTHUILIEMUS
Mos3r - koMa CCC-
NHJPapPKT
Hapymenue J— KPOBOTCUCHIA Cenruueckuit
OapbepHOI IOK
ymkm |, >

KKT
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arperayusa Ha agpeHanauH

*
A\
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/ > ——o
1 4 K 6 ) B 9 10 11 12 13

HOMep onpe aesieHuna

200

AUYTB (dek.).

150 1N \
x | ——
& 100 \/\ AUTB (cex). |
8 2 Neo—
0 : : : . :
1 4 % 6 T 8 9 10 11 12
HOMep OnpeAeHEI uAa
ATII
0,25
0,2 /‘ ,\ o
z \ /
- 01 *
0,05
0 : -
1 4 5 6 7 8 9 10 11 12
HOMep onpepeneHuns

1-e onpenesnenne — KIACCHYECKUI
nociaeonepanuonusiii JIBC ¢
TUNOKOAryJsiliMe, runoarperauuen
u norpedsennem ATIIIT

5-e onpenenenue cusat ¢ UBJI

7-e onpenesieHue — 2-e CyTKHU MOCJIe
BTOPOIO0 3Tana - 3aKpbITHE
JHTEPOCTOMBI

8-e onpenesieHue - KpUTHYECKHUIA
MOMEHT B CHCTEeMe 2eMoCcmasa

1P 384 mkr\an caukenue ®I' u ®H

9-e onpenesieHUe - KPUTHYECKHU I
MOMEHT 015 Hcu3Hu: Ha poHe
Karerepa runeparperanus Tu
NpuBesIa K TPOMO03y BEHbI U
3MOomu. OcTaHOBKA cepaua.

Peanumanusi, CMK, nuady3nonnas
Tepanus JaJId MOJI0KUTEJIbHBIN

3¢ dexr.




[MPUHIAIILI TEPATIMK JIBC

1. Cutyanuonnasi ouenka: HIOK, cencuc, akymepckasi maToJiorusi M T Il —

BO3MOKHOCTB /IBC
2. dtHoTponHas Tepanus (MPOTUBOMIOKOBAS, AHTUOMOTUKH IPHU CEeICUCe U T 1)
3. C3II na arwooii craguu IBC BoccranaB/uBaer qeuuuT npo- u

anTuxkoaryjassHTos (@I, AT II1, V, VIII, 11, nporeunos C u S)

4. 'emapuH (HU3KOMOJICKYJISAPHBIA — (DPAKCUIIAPUH)

5. Uaruoutopsl arperanuu ( MaJjble 103bl ACIIUPUHA)

6. BocriosiHeHHe 00beMa MPHU HIOKAX

7. Bo3menieHue nepuuuTa 3puTPOLMTOB U TPOMOOLMTOB

8. C1-UH npu cencuce 0J10KUpPyeT U KOMILJIEMEHT U KMHUHBI U X!!(,
NnpeaoTBpaasi BACKYJUT (0CO0€HHO P MEHMHTOKOKIIEMHH)

9. Ilporenn C (ocodenno npu centuueckom /IBC)

10. bopsoa ¢ OIIH, IH, CH (nonamMuH, agpeHaJ uH Wid (IpyU HAAMOYECYHUKOBOM
HEJIOCTATOYHOCTHU - INIIOKOKOPTHKOM/IbI);

11. Jle3MHTOKCMKATMOHHAA Tepanusi.(oAAepKaHUE aJJ€KBATHOTO INyPE3a,

masmadepes)




HATbIO PUBPUHA HAHUNHAETCHA
N KOHYAETCA XWU3Hb YEJIOBEKA

«Kaxxgbin yenoBek BCTpe4yaeTcs C
OBC- cMHOPOMOM KakK MUHUMYM ABaXAbl:
Korga poXxpaeTcs U Korga ymupaeT»




e Cnacn6o 3a BHUMmaHue !




Nmenms
I 'nnoxkcus
Hepunur AT®

Menuaropsl
SIRS
[IuTOKMHOBBIM
ITOPM

JABC
bnokana

MUKPOUUPKYIISIITIN

CryCTKamu \
TpoMOamMu

Penepdysus
AxTuBanus M
[luToKUHBI
DepMeHTBI

NO

HNmemusa XKT
OT -V
Tpurrep [TOH

Metabonnueckue
pacCTpOUCTBA:

anuao3




NMNATON'eEHE3 rEMOPPATMMECKOIO CUHOPOMA npu OBC-
(HapyLleHust 3-X 3BEHbEB CUCTEMbI FeMOCTas3a)

FeHepanusoBaHHOe
noBpexaneHune aHaotTenusA

3HAoToKkcuHOM U ®HO«

Bnokapa

MUKPOLUUPKYyNALUUn

rmnokcus

AKTnBauusa nporeas

Ouctpochua cocyaucromn

CTEeHKMH, -

nnasmeHHoe

1. KoarynonaTtusa notpeodneHus

2. ne4YeHOYHasA He[O0CTaTOMHOCTb

3. peakTuBHasa a 3aTeM natofiornyeckas aktmBauus

c¢onbpunHonunsa

N30bITOK
arperaHToB

MoBpexaeHne membpaH

TpombGouuToneHus

noTtpeb6neHus




[BC-cuHOpOM YV HOBOPOXAEHHbIX

JABC-cuHaApPOM Yy HOBOPOXKIACHHBIX pa3BUBaeTCs HA (poHEe POAOBOrO cTpecca u
¢usnosornyeckoi JadMJIbHOCTH reMOCTa3a, CBA3AHHOM € 00111eil reMOCTaTHYeCKOM
aganranuei K BHEYyTPOOHOM KU3HU.

Y HOBOpPOXKAECHHBIX OTCYTCTBYeT 4YeTKas (paszoBocts JIBC cunapoma.
Heonaransubiil JIBC nmeer pa3jim4Hbie NATTEPHbI, CBA3AHHbIE C T€HE30M:

Ans nocmeaunokcu4yeckozo [JBC-cuHOpomMa xapaKTepHbl MPU3HaKN NOBPEXKOAEHNS
COCYOVCTOWN CTEHKWN C OMEHb BbICOKOW KOHLIEHTpaumen daktopa BunnebpaHaa,

Ans onepayuoHHo2o []BC-cuHOpOoMa — rmnokoarynsiuMoHHbIN Kpn3 B NepBble YETBEPO
CYTOK nocne onepauum ¢ 6eICTPON caMOKOMMNeHcaunen n ganbHenwmm
BONHOO6pPAa3HbIM

TEYEeHMEM,

HAnsi cenmuy4eckoeo [JBC-cuHOpomMa BbisIBMEHbI Ba BapnaHTa - “0eKoOMIeHCcUpPO8aHHbIU"
MNP r’MNO3PrM4YecKoM U “ceepxXKOMMNeHCUPOB8aHHbIU" NMPY TMNEP3IPrMyeckom Te4eHnn
cencuca.




IIaTorenes remocTasnojorudyeckux paccrpoicrs npu IBC

lunepkoazynsiyus,
BCJIE/ICTBHE AKTUBALMU 000MX IyTEN KOAryasilUU, TP BEAYIIEH posin

BHEIIHEI'O
CucmemHoe rnopaxeHue 3HOomenus

—
”I'lpomeonumuqecm 83pPbI8’- akTuBaLMS:

ceepmulsarouyeti- CTYCTKH,
: ) TPOMOBI
Gdubpuronumuuecxoti) | > nae
KAMUKPEeUH-KUHUHOBOU — @ Al
romrnemMeHma MOBBIIIIEHUE COCYTMCTOM ITPOHUIIAEMOCTH
nOCMynJieHUs KIIemo4YHbIx npomeas,
Koarynonarus n
IHIO0TOKCHHEMHUSA

TPOMOOLMTONEHUS
NMOTpedIeHUs C
HCTOILIEHUEM TPO- U

IHIO0TOKCHKO3
LM TOKNHOBBIN «ILITOPM)

AHTHKOAT'YJILTHTOB
[ I

(I, 1L, V, VIIL, XIII ITaTorornueckuit
AT III, nporennos C, S

Veemuuenue. I v GpudbpuHOIU3

Tpom0o - reMopparn4eckuii CHHIPOM

TPOMOOTHUYECKUNA
CUHAOPOM

—>

remopparnyeckumm
CUHOPOM




arperawlua Ha agpeHanunH

1T 2 3 4 romeponpepefienni 10 11 12 13

AYTB (cek.).
200

150
3 100

50

1 2 3 A4HoMpp appefeneinad 10 11 12




ITIPUHIAIILI U TEPAIIMU  [IBC

1. CutyaumnoHHas oueHka: WOK, cencuc, akywepckas natonormss n T n —
BO3MOXHocTb [1BC

2. ATnoTponHas Tepanus (NPOTMBOLLOKOBAdA, aHTUMBNOTUKKM Npu cencuce U T 4)

3.C3I1 Ha nmobon ctagmumn BC BoccTaHaBnNMBaeT 4eduumT rnpo- u
aHTMKOArynsaHToB.

4. NIHrnbutopbl arperaunn ( Manble o3kl acnmpuHa)
5. BocnonHeHne obbema npu LLoKax
6. Bo3ameweHne gedumyuta spuMTpoumToB U TPOMOOLIMTOB

7.. C1-H npu cencuce 6noknpyeT n KOMMAEMEHT N KUHMHBbI U X!,
npenoTBpaLllas Backynut (0cCoO6eHHO NPy MEHUHIOKOKLEMUN)

8. NpotenH S (ocobeHHO npu centndeckom [BC)
9.bopbba ¢ OlH, AH, CH

10. [le3anHTOKCMKauMoHHas Tepanusi.




Yacrora JIBC-cunapomMa u reMopparn4yeckoro CHHApoOMa npu

PA3JIHYHbIX (hOpMAaX HEOHATAJIBLHOM MATOJIOT UM

D opMbI HECOHATAIILHOM TATOJIOTUU HABC-cunnpom I'emopparuveckuii
CUHIPOM

[ToCTTUITOKCHYECKUI CUHIPOM 33,0% 11,1%
(TSIKEIIBIN)
[TOCTrUIOKCUYECKHIA CHHIPOM, 28.,1% 21,9%
OCJIOKHECHHBIM ITHEBMOHHEH
Cerncuc 100% 50%
I'emonuTHyeckas OOJIE3HD 7. 7% 7, 7%
HOBOPOXJICHHBIX
Henonomennrsle ¢ recTaliliOHHBIM 31,2% 25,9%

BO3pAacTOM MeHee 32 HEeACIb

OnepupoBaHHBIE B HEOHATAIIBHOM 91,6% 68,8%
nepuose



CUHOPOMOB

dopma naTroeJIOruu

Bpems
KPOBOTEYEHUSA

KoaunuecTBo
TPOMOOLIMTOB

YpoBeHb
or

TPOMBOLIUTOIIEHUA

YIITUHEHO

CHHMNKCHO

HOpMa

TPOMBOLIUTOIIATHA

YIJTMHEHO

HOpMa

HOpMa

Boae3nn
BUIJIEBPAHIA

YAJIUHCHO

HOpMa

YAJINHCH
0)

rEMoounus A

YIUIMHEH
0

remoounuss B
Hedexr paxkropa VII

YIUTUHEHO

Hedexr pakropos:
LIL V, X

YIUIMHEHO

YIUTUHEH
0




HacaeacrBeHHbie TpoMOOpHIMUECKH e
COCTOSIHUSA

1. Ceazannble ¢ aedurmrom n/uiam aHOMAIMAMUA
(pr310JIOrnIeCKNX AHTUKOATYJISIHTOB

» AaturpomOunHa 11

» [ Iporeuna C

»lIpotenna S

» TpoMOOMO Ty IHHA

» MIHruburopa BHEIIHETO Iy TH aKTUBAIUU CBEPTHIBAHUS

» N30p1TOK MHTHOUTOpa mpoTerHa C

» Jlepuiur xodakropa Il renapuna

» AHOMaJIsI MTHTUOUTOPA aKTUBATOpa IUIa3MUHOT€HA

» N30BITOK OOratoro ruCTUAUHOM TIIMKOIIPOTENHA — HHTHOUTOPA
KOMILIEKCA «aHTUTPOMOUH lII-remapumy»



HacaeacrBeHHbie TpoMOOpHIMUECKH e
COCTOSIHUSA

2. CesizaHHbIe ¢ decbuyumom umnu
aHoMasnusiMu rMpPoKoaz2ysisHMoe

> AHoManua gpaktopa V (JlengeH), pe3anCcTeHTOCTb K
aKTUBUpoBaHHOMY npoTeunHy C (2-6% nuu, eBponenucKou
pacbl UMeKT MyTaLM o reHa, onpegenarLllero CuHTes
aHOManbHoro V dgakropa) B codeTaHUM Unn 6e3 BbICOKOro
ypoBHA B KpoBU VIl pakTopa

AHOManuu npoTpoMOuHa (npotpomobuH G20210A )

TpomboreHHble AUChUBbpUHOreHEMUK

Hedunuunt nnum aHoMmanuu nnasMmHoreHa

Hepununt dpaktopa Xll, npekannukpenHa,
BbICOKOMOMNEKYNAPHOro KWHUHOreHa.

YV VVY



NMaToreHe3 nonnopraHHon HeagoctatoyHocTu npu [1BC cuHgpome

AKTHBaIIUS KOATYIISIIIAH,
BeAyIIas K Olokaie
MUKPOILUPKYIISLNAN
CTyCTKaMU

[MNMOH

BHIIOTOKCI/IHOBaH
arpeccus

LM TOKMHOBBIN «ILITOPM»

I'enepann3oBaHHOE
MOBPEKICHUEC
9HAOTENNS], BEAyIIEE K
TpoMO03am

AxtuBanms C3
KOMILIEMEHTA U
KHHHHOBOM CHCTEMBI,
BEAYIIHE K
MTOBEIIICHUIO
MPOHHUIIAEMOCTH
COCYIIOB U MAJICHAIO

All

I'unoxcus, anumo3 u
JIECTPYKLHUS KJIETOK
Pa3IUYHBIX OPTaHOB

Koarynonamus 1 nuToneHus
MOTPEOICHHS

ITaTonornueckuii
¢$bubpuHOIN3

A 1 '

I'emopparuueckuii cuHIpOM

%

Wudapxr muokapnaa, nacynst, OITH, I'VC,
reMOKOaryJIsILIMOHHBIN 10K, peCIIMPAaTOPHBIN TUCTPEcC
CUHJIPOM, Ha/IMOYEYHUKOBAs HEJOCTaTOYHOCTh




HaciieactBeHHbie TPOMOOGHUIMUECKHE
COCTOSIHHUSI

3. O6ycrnosrneHHbIe aunepazpeaabesibHOCMbIO
mpomboyumoes

» [lonumMopduam reHa rmukonpoTtenHa llIF
» [lonuMopduU3aM B reHe MeTuneHTeTparugpodgonart
pefyKTasbl, NpuBoAALUN K TMNEPrOMOLUNCTUHEMNU



TpomMOoUNT N HacneacTBEHHbIE TpoMbouuTONaTUm

TpombacTeHus
maHymaHa

b. BunnebpaHnga ATPEFALMSA

TpomGouur

AdubpuHorenemua
[ Tpombacrenus %)

AOrE3NSA

vwD

TpomGokcaH A, CEKPEUMA

7
AnpeHanuH = é DAG TS
W;i Hapywenus
AR : / PGG,, PGH, CeKpeumru
Bepuuur
Tpombur > [RH] pip, nyna xpaHeHus
DakTop aktusauum

ApaxupoHosas
T
pomGouuntor ﬂ¥3 \ KMC0Ta

1Py

Konnaren - n m n;a&a;;:::;::a
TPOMBOKCaH —3») h Docoonunua
@ NepeuyHblii nedext
cexpeuvn
BEDEKT \ ca™
PELENTOPA O “— [MLcK
Ca
KOATYNIAUMOHHASA

AKTUBHOCTb

: /’ TPOMBOLWTOB
@ @ Aeduumnt pakropos

koarynsuuu tpombouutos

Cxema HOPMATBHOTO TPOMBOUHTAPHOTO OTEETA M BPOXKICHHBIX HAPY-
wenuii GyHkuuii pombounTos [R. Colman, 1993].
CO — muknookcurenasa; DAG — Anauunriunepor; [P — unosutoarpudocdar;
MLC — muosun, serkas uenb; MLCK -+ kiuHa3a Jerkoii e Muoamua: PIP,—
midocdar dochatuanmnosntona; KC — nporennkunaza; PLC — dochonn-
nasa C; PLA, — dochominasa A, TS — cunterasa Tpombokceana; VWFE — dax-
Top Buanebpanna; VWD — 6oneaus Buniebpana; GP — TIHKONPOTEHH,




Knaccudgukauma remopparnyecknx amaTteson

1. no aTuonorun: Hacsie0CMmeeHHbIe U rnpuobpemeHHbIe
2. No gedeKkTy ogHoro n3 3-x 3BeHbLeB reMmocTasa
3. 110 TUIY KPOBOTOYMBOCTHU

BA3O- KOAIyno-
NATUU
NATUM TPOMBOLIUTOIIATAN
C oe3
TPOMBOIII/ITOHEHI/IEfI TPOMBOLMNTONEHUN
obpa3oBaH pa3pyLieHun agresm arperauunmu
ne e n
j T POT

BackyauTHO- reMaTOMHBIN NATHUCTO- NeTeXHAJbHBIN

IMypNypPHbI,

AHTMOMATO3HBIN




[NBC- cuHapom

* [lncceMmHnpoBaHHOE BHYTPMUCOCYAUCTOE
CBepThbiBaHNE KPOBMU (ABC- cnHgpom) —
anndeHOMEH, T.e. BTOPUYHOE ABMNEHUE,
ABndlouleecsa cnegcrtBMeM OCHOBHOIO
NaTofIOrMYecKoro npouecca, crocobCTBYOLEND
aKTMBaLWNN CUCTEMbI CBEPTLIBAHUA KPOBU U
reHepauum TpomMounHa.

« [IBC- cuHOpom — «emopasi 60osie3Hb».

« [1BC — KOMMOHEHT cMHOpPOMA CUCTEMHOIO
BOCNaNMUTENBbHOMO OTBETA KakK MHAEKLIMOHHOMN,
TaK U HEMHMPEKLUMOHHOW STUOMOMNMN.



Xp11.22

S

'

CD43
(cnanornuko-
NPOTEUHbI)

&

. Cunpgpom Buckotra-Ongpuya

CuHpgpom BuckotTta - Ongpuya

O6pa3soBaHue
My4KOB akTUHa
B LUMTOCKENeTe

TpomMbouUTbl

v

T-knetku §

HapyweHue
pyHKLNIM

HacTble nHpekumnm

SK3emMa

TpombouunTo-
neHn4eckas
nypnypa:
HOCOBOE
KpOBOTEYeHME,
netexus,

MeJieHa

KnuHuyeckas Tpraga




MMMyHHbIe TpombouunToneHmn WTT

|diapathic
thrormb coy panic il
purpura (I TR

Virad inbections -

Crugz. Cauticn
with heparin Il

}
An tibssdy produc ion

S5LE _—.

Trarsfusicn
[posttransfusion -
purpural

O Immune thremboostopania

S v
"B :2‘_.‘

{ 1 7
Lt g b
...L

Macrophage
1. Pathosgenesis

2. Patachial bleeding

3. Increased megakaryoovtes




«Kaxxgbin yenoBek BCTpe4yaeTcs C

NBC- cunapomom
KaK MMHUMYM OBaXAabl:

Korga poxpnaetcH
U KOrga ymumpae™

A.. BopobbeB



[TonMYHKUMOHaNbHOCTL KINETOK CUCTEMDI
remocTtasa

* 3HOOTENUOLMUTbI, NTENKOLIMTBI KPOBU U TPOMOOLINTBI
ABNAITCA NONUGYHKUUOHANbHbIMU KNeTKamMu,
MCTOYHWUKOM HE TONbKO NPO- U aHTUKOArynsiHToB, HO U
Ba30aKTUBHbIX BELLIECTB, PErNYNATOPHbIX NENTUAOB,

9MKOo3aHOMOOoB, PaKTOPOB POCTa, BbICOKOMOMEKYNApP-
HOro KMHMHOreHa, OMOreHHbIX aMMHOB, NMU30COMarbHbIX
dePMEHTOB, a TakXe YUMOKUHOS8.




CocyoucTtasa cTeHKa

— B Hopme KkneTkun, Haxogsawmecs B NPAMOM KOHTAKTE C
KPOBbLIO He 3KkcnpeccupytoT TF (TKaHeBown dpakTop).
Ho B natonorn4yeckmnx ycroBusix Nnpu BCeEX BMOAX
HapyLweHNa TPOUKN: BEHO3HOM 3aCTOE, M'MMNOKCUN,
BO3OENCTBUM SHOOTOKCUHA (O T), LMPKYNUPYHOLLMX
MMMYHHbIX komnnekcos (LK), ayto AT, megmnatopos
BOCMarneHus, nposocnannTesibHbIX LMTOKUHOB,
Na3MeHHbIX N KIETOYHbIX NpoTeas, KETOHOBLIX Ten,
romoumcTenHa (Npm remonuse), a Takke
aTepockriepose, anabete, 3NnoKavyeCTBEHHbIX
onyxosnigax NpPoncxoauT TpaHcdopmMauug
aTpoMOOreHHoro noteHymana B TPOMOOreHHbIN.




TpomMbOouUTDI

* [1pn noBpexaeHnn cocyancTon CTEHKA
TpoMbOoLUUTLI 0becneymBatloT HavasribHbIM Cnasm
3a cYeT Ba30aKTMBHbIX BELLECTB- CEPOTOHUHA,
agpeHanuHa, 3 TpombornobynunHa,
TpombokcaHa A2. MembpaHHble
rmmkonpoTenasl (GP) n nx komnnekcsl (cM.puc 5
) obecnevnBaloT PONSINHT, aare3nto
TPOMOOLMTOB K CyDOHOOTENMUIO, KOMareHy, Bce
BUAbI arperaunmn, a Takke cekpeLuto
COOEPKMMOTO rpaHyn, TO eCTb peakLuuto
ocsBoboxaeHuna TpomooumToB (POT).




CBepTbiBaHME KPOBU

* NpeacTaBnsieT codbon KackaaHbiv npoLecc,
3aKJ1H04aLWNNCA B YaCTUYHOM
OrpaHNYEHHOM NPOTEONN3E DENKOB-
NPOKOAarynsHToB, B pe3yrikrate KOTOporo
obpa3syoTcs HOBble NPOTeasbl U KOHEYHbIN

NPOOYKT bUBPUH.




KaCKagHbl€ CNCTEMBbI MJ1a3Mbl

B nnasme nmerotcd 4 kKackagHble
CUCTEMBI: TPOMOUHOBAS, NasmMmMHOBad,
KannnkpenH- KNHUHOBAast U CUCTEMA
komnnemeHta. OHU nmeroT odLime
aktnBaTtopsbl (Xlla, agpeHanuH), oowunm
nHrmoutop - C1-MIH n cnocobHbI
aKTMBMPOBATb APYr Apyra. 9TO OYEHb
Ba>KHOE OOCTOATENbCTBO, TaK KakK OHO
NIEXUT B OCHOBE MPOTEONUTUYECKOIO
«B3pbiBa» npu BC cuHapome.







Perynaunsa remocrasa

LIHC

N

— Cumnatuyeckas (———7 runotanamyc ) 1aPaCUMNaTMYeCcKas 4.

C.
H.C.

@AKTF E— | runocus |:> TTF@

Haano4Ye4YHUKu u.l,VITOBVI,CIHaH
@ xXerne3a
FHEOKOKOpTI/IKOVI,D,bI TMi)%CMH
CTr
1l , \ ]
\A FrEMOCTA3 ¢ AHTUTEMOCTA3 [/

1T

AyToperynauus yepes MexaHu3mbl
NOSTIOXMUTENBLHOM W OTpULaTENbHON 0BPaTHON CBA3U



BaszokoHcTpukius
AnpenanuH, cepoToHuH, TXA,

DHAOTETHOLUT

Komnaren, AJ1®

BHEIIIHUN
OCHOBHOM IyTh

T® + ¢pVIla +
docpomunua + Ch

1
¢X = ¢pXa

~a

v

¢Xa + Va + 3¢ + Ca?*
NpoTpoMOUHAa3a

¢Il = Ila
TPOMOUH

MoBpexaeHne
cocyaa

AKTUBaIusg
TPOMBOULMUTA uepe3

Z* GPIb-V-IX

GPVI
GPIa-1Ib

v

PoanuHr, aare3us

¥

AxtuBanusa u POT- A, AJID

v

Arperanmsi uepes
GP-IIb-1Ila + @I’

POT- b; 4-ii paxTop;
B-Tpom6Gormobymun
(TOP, TpoMOOCTIOHAMH)

v

Arperanus 11

XII = XIIla

reMoJin3

KOHTAKT
BHYTPEHHMMU nyrs

®XIla + IIK + BMK

!

XIa + BMK +
docpomunug + Ca>*

¢IXa + VIla + 3¢ + Ca**
Buympennsas menaza

$VII o ¢VIla

¢pIla - TPOMBUH

PI' = pudpun




PeuenTtopbl n BAB TpombouunTtoB

1. 3¢p — MmeMOpanHbIl Hocomunu ABISETCS MATPUIICH [ HUKCAIIMH MTPOTEa3 -KOaryIsTHTOB

2. I'muxonpoteun I (Ia, I, Ic, ) Ha moBepxHOCTH TpoMOOIIUTOB — la -perienTop A1 KoJIareHa, Is-
peuentop misa ¢p.Busutedpanaa ; Ic- penenrop 11 GuOpoHeKTHHA.

3. I'nuxonporeun II (IIa, IIB ) — peuenrtop misa Bcex BUIAOB arperanu
4. Kommiekc GPIla-11a — uHTerpuH, SBISIONIMIACS TJIaBHBIM KOJIJIAT€HOBBIM PEIIETITOPOM TPOMOOITUTA.

5. I'ukonporeun I8/ [lla — uaTerpun, cneruduunspiii 11 Tpomooruta (CD41) —06pa3yeT KOMILIEKC ¢
Ca++ u cBsasbiBaeT pubpuHOreH (PI') uTo MpUBOAKT K AaNbHEHIIEH arperamuu.

6. I'mukonporeun IV - penentop TpoMOOCTIOHIMHA

7. Inukonporeun V —TUIPOIU3YETCS TPOMOMHOM U TIOJIZIEP>KUBAET arperaiuio.

8. Iliukonporenn VI penentop g KoJJIareHa - raBHbIM aktuBarop POT

9. I'ukonporeunoBbiii komieke GPIb-V-1X peuenrop ans TpomonHa u peuentop A Gpakropa
Bunneopanara (OB)

10. IlnoTHbie Tpanynsl conepxkar AP, ATD, anpenanun, HopaapeHaiuH, Ca, CEpOTOHUH.

11. o I'panyasl I — comepxar antTurenapuHoBsIil daktop 4, (xemoarpakrtant) , T®P-pocrta ( oH
CTUMYJIUpYyeT cuHTe3 Kojutarena, ®H, ¢garonuros. On xxe CYIIPECCUPYET HTJI. Ero nedurut npu
MIEHUM BEJICT K HApYIICHUIOpEreHepalluu CIyImeHHoro 3Ha0Tenus KamuiapoB u [IETEXUSAM),
TPOMOOCTIOHANH —IJIsl arperaiuu

12. o I'panyas 11 — coaepxar nuzocoMalnbHble (DEPMEHTHI

13. TpoMOOIUTHI comepxKaT TaKkKe MIa3MeHHbIe NpokoaryassuTbl ( I, ®B, Y, KBMM ) u 4
aHTukoaryjasiuta ( al-AT, a2-MI, a2- antumnasmun, C1-UH )
14. P — cesleKTMHBI SBIISIOTCS MoJieKynamu aare3un s [IM S, monoruTos, T-mumdonuTos.

15. AxtuBauus gpocdonunaszel A-2 MeMOpaHbl TPOMOOLIMTOB 3aITyCKAET HUKIOKCUT€HA3HbII MyTh
MeTa0oIM3Ma apaxuJOHOBOM KUCIOTHI ¢ 00pa30BaHUEM TPOMOOKcaHa A2, SIBISIONIETOCS MOIIHBIM
KOHCTPUKTOPOM U arperaHTOM.




«Kaxabin yenoBek BcTpe4vaetcs ¢ [JBC-
CUHAPOMOM KaK MUMHUMYM ABaXAbl:
Koraa poXpaaeTca U Korga ymupaeTt»

A./. BopobbeB




Ponb cuctembl remocTasa

* B gousuonoau4yeckux ycnoBusax

* cocyancrtoe, TpOM6OLI,I/ITapHOe 7
KOaryidaunoHHOe 3BEHbA obecne4ynBatoT

TPOMOOPE3NUCTEHTHOCH (aTPOMOOreHHbLIV
noTeHumarn) cCocyancton CTEHKN,
MUKPOLIMPKYALMIO, peonorndeckme
CBOMCTBA KpPOBMW.




TpOM6OLI,I/ITOI'IaTI/I U ( 80% Bcex remopparn4eckux gmateson)

HacrneancTtBeHHbIe

C TpombouunToneHuen

be3 TpombounToneHnun

' oGpa3oBaHus

l.

t paspylweHus

\ 4 ¥

4

. CvHapom agresnm arperauum POT
BpoxneHnsbiit BUCKOTTa-
TUTIOMETaKapuOIIUTO3 Ongpuya (MAC)
. E B 6 1 TpombGacTeHus 1 Nedpekt POT
[uxknugaeckuit 2. Adomanusa Mas - - bunneopasaa MAaHLUMaHa
JIMCTEeHE3 XernuHa 2. b.BepHapa - ! 2. B.nyna
' C. 2 ATpombus XpaHeHuA
MErakapuoLuuTOB ynbe
NpUoopeTeHHbIe
1 NTT
(6. Bepnbroda)
1 uHbpeknMn ! bosesHH THKEbIX 1 mexkapcTBa XMH
H 2 CKB rernei (MuesoMHas) P
2 obOmydeHue 3 JIBC ) sxpanupyrome AT (actiupuH,
3 1eiKos aQHAJITETUKH,
4 Cencuc 3 JiekapcTBa MHIOMETAIHH )
4 runoButaMuHo3 B12 5 Jleiikos
S JekapcrBa 6  AJKOLONb
7  JexkapcTBa




TpomMbOouUTDI

* [1pn noBpexaeHnn cocyancTon CTEHKA
TpoMbOoLUUTLI 0becneymBatloT HavasribHbIM Cnasm
3a cYeT Ba30aKTMBHbIX BELLECTB- CEPOTOHUHA,
agpeHanuHa, 3 TpombornobynunHa,
TpombokcaHa A2.

 MembpaHHble rnunkonpotengbl (GP) un nx
KOMMJIEKCbl) 0becnevnBatoT POnVHI, aare3uio
TPOMOOLIMTOB K CyDOIHOOTENMUIO, KOMareHy, Bce
BUAbl arperauumn, a Takke cekpeumto
COLEPXXUMOIO rpaHyn, To eCTb peakLmio
ocBoboxaeHusa Tpomoouuntos (POT).




TPOMOOLIUTOMNEHUS

TpomMbounTOoNeHNA MOXET ObITb CrNeACTBUEM:

« 1. OenoHmMpoBaHus (yxoaa 13 KpoBOTOKA B TKaHW)

e 2. pasBeeHus KpoBU XUOKOCTLIO,

* 3. BbIXOXOEHUA TPOMOOLIMTOB N3 KPOBAHOIO
pycna npu ocegaHnn Ha Yy>XepoaHbIX
NMOBEPXHOCTAX annapaTroB UCKYCCTBEHHOIO
KpoBOOOpaLLeHUS.

CHwmxeHune konnyectea TpomooumToB Ao 30 x10s\ N -
yrposa remopparuu.




HacnedcmeeHHble mpombouyumonamuu

» CaMoCTOoATENBHYIO rpynny NpeacTaBnsAtoT
«rematomMeseHxmmMarnbHblie gucnnasnmny,
3aboreBaHus, npeacrasngaowme coboun
coyeTaHune BpOXaeHHoW TpombouuTonaTnm c
aHoOMarnmMaMn coeanHUTENbHOW TKaHU U
NMMMYHOOEPULIMTHBIM COCTOSHUEM.

* B Hee Bownu cnHapom Buckotta- Ongpuya,

cuHapom MapdaHa n cuHapom Anepca-
[1aHno.




bone3Hb Bepnbrogpa

 HecmoTp4a Ha 10, 4To UTTT cumnTator
npnodbpeTeHHON dopMOoU
remopparmyeckoro gmaresa,
BO3HMKalOLLIEN YaCcTO Nocne BUPYCHOM
MHAQEKLUMKN, NpodonnakTUyeckmnx npuBnUBOK,
npoObl MaHTy, B ee OCHOBE NEXUT
HacneaCcTBEHHOE NpeapacrnosioXXeHne B
BUAe TpomboumnTonaTum




HacnedcmeeHHbIe mpomboyumonamuu

bonesHb (cnHgpom) BunnebpaHga (PB)

« pedoekt PB aenseTca camblM pacnpocTpaHeHHbIM BUOOM
KPOBOTOUYMBOCTH, (cTpagdaeTt 1% Xuternen nrnaHeTbl) MEXaHU3M

KOTOPOW 3aKntovaeTcs B HapyLLUEHUIO CMTOCODHOCTM TPOMBOLUMTOB K
agresvmm K cyoaHaoTenumio

®B cnyxunt moctukom mexgy GP-Ib peuentopom TpomMOOLNTOB U
cybaHaoTeNnnanbHbIMU CTPYKTYPaMm U OQHOBPEMEHHO BbIMNOMHSAET
ponb Hocutengd anga VIl koarynaumoHHoro paktopa
(aHTMremodunbHoro rnodynuHa). B yyacTeyeT B arperaumm
TpombouunTos, B3anmogeuncteys ¢ GP llb- llla.

[eH, kogupyowmn B pacnonaraetca Ha 12-1n XxpomMocoMme.
Hacnenyetca o6blMHO NO AOMUHAHTHOMY TUNY, 0gHaKo, AepuumnT
NN KadecTBeHHbIN aedekt OB obycnoBneHbl LenbiM psgom
reHeTNU4YeCKMUx MyTaumin, noaTomy cyllecteyeT bonee 20 Tunos
3aboneBaHuAa, 00beaNHEHHBIX B CMHAPOM BunnedbpaHaa.




BC - cMHAPOM TOJMOPraHHOW HEAOCTATOYHOCTH,
BBbI3BAHHBIM 0J0KaJI0M MHUKPOLUPKYISIUAH

TPOMOaMH U CT'YCTKaMH, SHJIOTOKCHUKO30M M
OUCOYHKIIUEH KJIETOK B CBSI3M C BHYTPHUCOCYAUCTOM
AKTUBAIIUEN KOATYJISIMU C MOCIECAYOUM
MOTPEOJICHUEM IIPO- M AHTHUKOATyJISTHTOB ,
TPOMOOLIMTOB U CONPOBOXKIAAIOIIUICS KIMHUKON
TPOMOO30B M T€eMOpparui




OCHOBHbIE MOMOXEeHUS NeKunmn

1. lemocTas obecnednBaeTca B3aMmogencTBueM CoOCyamucToro, TPOMOOLIMTApPHOIO U KoarynsaunoHHOro
KOMMOHEHTOB. KNUHMUMCTbI BbIAENSAKT COCYANCTO- TPOMOOLUUTAPHBIN MU KOarynsauuoHHbIN
BapuaHTbl remocTasa

2. [NaTonorus remocTasa NnposiBNSAETCSA B BUAE CKINOHHOCTU K TPOMBO3aM unm remopparm4yeckomy
CUHOPOMY.

3. Knaccudmkaums 3abonesaHuin ¢ remopparmyeckmm CMHOPOMOM (Koazyriornamuu, 8asonamud,
mpombouumonamuu) OCHOBaHa Ha npeobnagaHun gedekra 0gHOro U3 Tpex 3BeHLEB CUCTEMDI
remocrasa, XoTa B MpoLEeCcC BOBEKAOTCA BCE KOMMOHEHTbI.

4. 80% BCex remopparm4ecknx paccTpomcB COCTaBNAKT TpombouuTonaTmm

5. Cpegm HacneacTBeHHbIX remopparndeckux cuHapomos 95% coctaenstoT bonesHbe BunnebpaHaa u
remocpuriva A b

6.




Ponb cuctembl remocTasa

 [Ipu nospexxoeHuuU 3H0omesus

* pa3nIM4YHOIo reHesa OHU XXe POoPMUPYIOT
TPOMOOreHHbIN noTeHuuan u

obecne4ynBatoT Yepes TpomMb0o3 nnu
reMocTaTu4eckyto Npodbky orpaHn4yeHune
KPOBOMOTEPU, a 3aTEM U 3aXKUBMNEHNE
paHbl NPU TpaBMe, BOCCTAHOBIIEHNE
PerMoHapHoOro KpoBoooOpaLLEHUS U
TpaHCKanuUnnapHoOro oomeHa




