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BaXxHoe 3Ha4yeHne B noaaepkaHnn akTMBHOCTU
HedpuTa UMEKT HapYyLLEHNA B cUcTeMe
remocTtasa, TeECHO CBA3aHHON C UMMYHHbLIMU U
BOCNanuUTENbHbIMU cMcTeMamMn. AKTUBaL NS
CUCTEMbI remocTasa cnocobcTByeT
nporpeccupoBaHnUio HedpuTta U
CKIepo3npOBaHUIO KIyOO4YKOB Yepes
BHYTPUCOCYAUCTYIO Koarynauuo, obpasoBaHmne

MECTHbIX TPOMOOB 1N OTNOXeHne PmnbpurHa.

N.E. Tapeesa Tepanesem. apxus 1988; Ne6:3-7



[nomepynapHaa U cocyaucTas NaTonormsa noYex,
conpoBOXKAatoLlasaca oT/IoKeHnem ¢pnbpuHa

3aboneBaHnAa HeBocnannTeNIbHOM NMMyHOBOCHAANTE/IbHbIE
npupoabl 3aboneBaHusA

1. ObpaTumble U3MEHEHMUA:
e OcTpbI TYBYNAPHbIN HEKPOS; (nomepynoHedpuT;

* [lpesknamncus; Bon4aHOYHbIN HeppUT;

2. [lporpeccupytowme um
nepcucTmpytowme nUasmeHeHua:

* TpomboTnyecKaa MMKPOAHIMOMNaTUS;

CuHgpom ygnacyepa;

| U - e

OTTOp)XeHune TpaHCNAaHTaTa

e OcTpana cknepoaepmmuyeckas
HedponaTmA

* 3/10Ka4yecTBeHHaH rmnepTeH3nd

P. Kincaid-Smith. Kidney Intern. 1975;7:242-253



B3anmocBa3n BocnaneHnsa u BHyTPUCOCYAUCTOU
Koarynauum npm Hedpputax

[ nomepynoHedput

‘ AKTUBHOE MMMYHHOE
l ‘ BOCManeHue

AKTBaLIA BHYTPUKITYOO4KOBOIO

RE[) ~I1RAHIASA

Me3aHIrmasribHoro
MdATl PUKCA

-~ -
— -

P.Kincaid-Smith. Kidney Intern.1972;2:183-190



Kidney International, Vol. 2 (1972), p. 183-190

EDITORTIAL REVIEW

Coagulation and renal disease
P. Kincaid-Smith

Intravascular thrombosis and coagulation occur in
association with a wide variety of clinical and experimental
renal lesions. The presence of fibrin and its derivatives in
vessels and glomeruli and the accompanying increase in
fibrin degradation products in the serum and urine suggests
that the normal process of intravascular deposition and
Iysis of fibrin [1] is accelerated within renal vessels in certain
disease states.

znagu[atlon I Oi |mporfﬁ.ncﬂ: m !WO groups L‘I alsurﬂerﬁ

in man, In the first the renal lesions are a manifestation of
some more generalized disorder of infravascular coagula-
tion. In such cases there is not usually any detectable
immunological damage within the kidney and the influence
of vasoactive substances on the microcirculation may be
very important in the pathogenesis of the renal lesions,
In the second group of disorders the kidney is the major
site of disease and localized thrombosis and fibrin deposi-
tion is superimposed on demonstrable immunological or
other endothelial damage.

Renal lesions caused by systemic intravascular coagulation

‘Whatever the cause of disseminated intravascular coagula-
tion, the kidney is an important target organ [2]. Throm-
bosis itself will cause damage [3], and although some
lesions are reversible others are permanent. The nature
and duration of the stimulus which causes coagulation,
and the intensitv and effectiveness of the local and sen-

similar changes o those in mesangial cells. Subendothelial
or intramembranous deposits may be translucent or con-
sist of dense fibrinoid material which probably represents
fibrin degradation products [3, 6]. Marked cellular pro-
liferation associated with increased deposition of mesangial
matrix may closely mimic the appearance of mesangial-
preliferative glomerulonephritis [7]. When these changes
are accompanied by lavers of basement membrane-like
material within glomerular capillaries and by interposed
mesangial cell processes the lesion resembles mesangio-
capillary (membranoproliferative) glomerulonephritis [8].
Continuing deposition of basement membrane-like material
can cause complete occlusion of glomerular capillaries and
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dopmbl TpOoMOOGUNUN

HacnepcrtBeHHan

MpuobpeteHHasn

1

. JednunT ectecTBEHHbIX aHTUKOArynAaHTOB:

OedununTt AT I, PC, PS

. YBesinyeHue Koan4yecrtsa Uan MaMmeHeHue

dYHKUMM KoarynaumMoHHbIX GaKTOPOB:

NenpeHckasa mytaumna V paktopa
MyTaums reHa npotpombumHa G20210A
MyTauma reHa MTHFR
AncomnbpuHoreHemua
fomouuctenHypuma

. MonnmopdmamMbl reHOB CBEPTbIBAOLLLEN U

GUBPUHONUTUYECKON CUCTEM KPOBMU:

Monnmopdunsam reHa TpombomoaynHa
Monumopdusm reHa PAI-1 4G/4G
Monnmopdunsm reHa pnbpuHoreHa
Monnmopdnam reHa nHrMbutopa
TKaHeBoro ¢aktopa TFPI C536T
Monumopousm dpaktopa Xl V34L
Monumopdusm PLA1/PLA2
rnukonpoTeunHa llb/llla u gp.
Oednunt nnasmmnHoreHa
Monumopdumam reHa TAFI C1542G

1. dusnonormyeckme GakTopbl:

Bo3pact> 50 net, 6epemMeHHOCTb, poAbl M NOCNEPOAOBbIN
nepuog, OXXUpeHue, gaAnTeNbHas UMMobuansauua

2. [posoumpyrowme GakTopbl: KYypeHMe, TPAaBMa,
XNpypruyeckme BmeLLaTeNbCTea

3. NaTonornyeckme paKkTopsbl:

3aboneBaHuA cepaeYHO-COCYyANCTOMN CUCTEMDbI
NHdekunmn (ocobeHHo cencuc)
3710KayecTBEHHbIe HOBOOOPa30BaHMA
BocnanuTtenbHble 3a60/1€BaHMA KULLIEYHUKA
HedbpoTnyeckuin cuHapom

MMnorunapataums

AHTUdochonunuaHblie aHTUTENA

4. 3aboneBaHunA, 06ycN0BAEHHbIE TEHETUYECKMMMU
HapyLlEeHNUAMMU:

CaxapHbI anMabeT, NCTUHHAA NOAULUTEMUA, CEPNOBUAHO-
KNeToYHas aHeMMA, NapoKCU3MasibHasA HOYHas
remornobuHypusa, 601e3Hb INNKUX TPOMbOLNTOB

5. ATporeHHas:
cTporeHoTepanus (ropMOHabHble KOHTPALENTUBbI),
Anypetuku, N'KC




Cxema B3anMOOENCTBUSA Mexay NPMOBPETEHHbLIMN,
reHETUYECKUMMN U BHELLHUMU ddakTopaMu NPy UHAOYKLNN
TpomboobpazoBaHUSA

NMpunobpeTeHHbIe

' FeHeTn4yeckue dakTopbl ‘ | II‘ ‘ ‘ ‘
BHewHue dakTopbl pucka

Irish A. Nephrol Dial Transplant. 1999; 14 : 2297-2303



Tpombodunumn Kak npndnHa TMA

* [TpnobpeTeHHbIE:
OcTtpbin 1BC
AHTUPOCHONMMNUAHLIN CUHOPOM

* ['eHeTn4eckue:
MyTauun reHoB komnnemeHnTta: CFH, CFI,CFB, C3, MCP
MyTauun reHa TpombomoaynuHa, DGKe
MyTauusa reHa PAI-1-675 4G/5G
nengeHckaa mytauma V goaktopa
MyTauua reHa donbpuHoreHa (?)
MyTauua reHa MeTuneHTeTparngpodonatpenykrasbl (?)

Raife TJ. et al. Blood 2002;99:437-442 Suzuki H. et al. Clin nephrol 2004;62:173-179



CBs3b nonumopduama reHa PAI-1 4G(-675)5G ¢
KNMUHNYEeCKM TevyeHueMm IgA -HedpponaTtmen

Cp. AnutenbHocTb XIH cp CK® mn/mun
90
10
75
° 6:2 72,3
0 60
4GAG 2GHG 4G/AG 5G/5G

Suzuki H. et al Close relationship of plasminogen activator inhibitor-1 4G/5G
polymorphism and progression of IgA nephropathy. Clin Nephrol. 2004 ; 62(3):173-9.



«lNoyeyHasa» 1 obLasa BbPKMBAEMOCTb Y BOMNbHBIX C
MeMbpaHo3HbIM XI'H B 3aBMCMMOCTW OT reHoTuna reHa
PAI-1
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Chen C-H et al. Nephrol Dial Transplant (2008) 23: 3166—3173



BanaHmne nonnmopdumsma reHa PAI-1 Ha
«MOYEYHYHO» BbI}KMBAEMOCTb BO/IbHbIX HEPPUTaMU
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OcTtpas TMA y 6onbHbiXx BH 1 HOCUTENLCTBO

101 60nbHOMU C

annensa 4G reHa PAI-1

S
46 6ONbHbIX C HANNYNEM
TpomboB B buontarte

S
55 60nbHbIX 6€3 TpomboB B
buonTarte
\ J

Table 3.

stratified by PAI-1 gene polymorphism status®

Distribution of FGB genotypes in lupus nephritis patients with and

those without GMT.,

PAL-1 penotype,

FGB genotype

patient status (n) AJA + G/A GG P OR (95% CIyt
4GMG
With GMT (22) 15 (68.2) 7(31.8) 0.3 11.79 (2.04—68.06
Without GMT (13) 2(15.4) 11 (B4.6)
ErETETE
With GMT (19} 6 (31.6) 13 (65.4) (.43 L.69 (0.45-6.36)
Without GMT (28) fi{21.4) 22 (78.6)
5G/53G
With GMT (3) 1 {20.0) 4 (B0.00 1.24 0.25 (0.02-2.84)
Without GMT (14) T(50.00 7(50.0)

BH
FGB
AJA GIA GG
L]
5 1 ik |
o T
& 0 z ll
- n B
38 5
o = 5 6
P lmm
@l
£
2| b a2
e 2 2mml

* Values are the number (%) of patients. FGB = p-fibrinogen; GMT = glomerular microthrombaosis;
PAI-1 = plasminogen activator inhibitor 1; OR = odds ratio; 95% CI = 95% confidence interval.
T A test for heterogeneity of ORs between PAI-1 genotypes yielded a P value for interaction of 0.03.

R. Gong et al. Epistatic Effect of Plasminogen Activator Inhibitor 1 and -Fibrinogen Genes on Risk
of Glomerular Microthrombosis in Lupus Nephritis. Arthritis & Rheumatism Vol. 56, No. 5, May
2007, pp 1608-1617




[ToyeyHaqa BbiKMBaeMoCTb OOfbHbIX BH

TloyeuyHasis BHIZKHMMBAeMOCTD

|

1,0

«yunctbin» BH

o | BH + adA

8 l BH + A®C

P<0,05

BEIKHBAEMOCTD

.6

o 5 10

ATUTEIBHO CThL HedppomaTuu (TOIbI)

Ko3noeckasa H./l., lLlunos E.M., 2005



[laToreHeTn4eckaa poab adA

AKTMBaLMA KIETOYHbIX
ANIEMEHTOB

« QHOOTENUaNbHbIE KNEeTKU
NpoBoCNanUTENbHbIA U NPOTPOMOOTUYECKUI
deHoTun TLR4 n aHHeKcnHa 2

* MoHOUUTLI
NHoykumna TO n TLR4

* TpoMOOUUTDI
AKTUBaLMAa U CTUMYNSALNA arperaumm
LRP-8, GPlba

AKTU BaLnMA KOMMJ1IEeMEHTAa
NHaykumst Tpombo3a

a

\ 4

adA

AKTMBaLUSA aHOOTENNANbHbIX KNETOK
npOBOCI'IaJ'II/ITeJ'IbeIe CTUMYIbl N NoTepsA

nrnoaa

y

[emocTaTnyeckmne peakumnm

» Koarynsauus:

Pe3ncteHtHOCTb K APC

NHrmbuumnsa kodakTopHOM akTMBHOCTU PS
NHrmouumsa AT I

WHakTuBaumnsa nHrnbutopa nytm To
OTNoXeHne MMMYHHbIX KOMMJIEKCOB
Ctumynsaumnsa obpasoBaHnsa TpomboumnTapHbIX
MUKpOYacTuL

* PUOPUHONUS:

NHrmouuma aktusHocTn tPA

YrHeteHue pubpuHonmsa Yyepes B3anMmoaencTame
C aHTUNIa3MUHOM

AkTnBauma gakropa Xl

ATepockrnepos

\ 4

Komnnekc B2GPI/OxLDL

Espinosa G, Cervera R. Arth Res Therapy 2008;10:230-238



ADA N aKTUBaALMA KOMNJEMEHTA

Cbha

O
5aR  Tpom6oumTbl

C3a.
ADA o
SN TO
PMN
A AnbTepHaTuBHbLIN NyTb
S aKTMBaLUMM SVEGFR-1

VVVVVVVVVVV

BocnaneHue

[NoBpexaeHne TkaHu
CwmepTb Nnoga

Salmon JE, et al. Natur Clin Pract Rheumatol. 2007;3(3):140-147



3aboneBaHMA Noyek, B pa3sBUTUN KOTOPbIX UTPAET POJib
NaToNorma CUCTEMbl KOMMNIEMEHTa

A Ao

ATUNNYHBIN TEMOJIUTUKO-YPEMUYECKUM MembpaHonponudepatnsHbii H | Tna

CUMHAPOM

MembpaHo3HaA HepponaTmA

C3 rnomepynonaTma

7

(BonesHb NnoTHbIX Aeno3nTos, C3
rmomepyrioHedpuT)

AW -
Katactpodpuuecknin AGC 0 ,\
\/

Hedputbl npn ANCA-
aCCoOLUMMPOBAHHbIX BaCKy/IUTax

AHTU-BMK-605e3Hb (CUHOPOM
['yonacyepa)

)

|gA HepponaTua

TpaHcnAaHTaUMsa NOYKU
(Mwemuna-penepdysmns)

TybynonHTepcTuumnanbHoe
noBpeXxaeHne npm MacCMBHOM
NpoTENHYpPUMn

[Mpeaknamncua



B3anmocBaAsm cnctem Koarynaumm, pubpmHoamn3a n KomniemeHTa

Coagulation

Classical
Cl1& C4

~
S

N

N

Complement

Alternative:

C3b

Fibrinolysis

Activation of coagulation pathways

A

Activation and aggregation of plateles

Nature Reviews Immunology 2008; 8, 776-787

Endothelial damage
and cell activation




Ob6Lwme 4yepTbl CUCTEM FrEMOCTA3a U
KOMMNJ1EMEHTA

e KacKkagHblM NpUHUUN AENCTBUSA;
* YyacTme B pa3BuUTUM BOCMNaA/EHUS

* CNocobHOCTb K 0A4HOBPEMEHHOM aKTUBaLMU NOA,
BO34eMcTBnem 60blMHCTBA NAaTOOU3NONOTUYECKUX CTUMYNOB;

* [lpeagHa3HAYEHHOCTb K JIOKA/IbHOMY AENCTBUIO B LLENAX
obecneyeHmA 3alLIUTHON GYHKLU NN,

* Pa3BuTME COCTOAHUN, YTPOXKAOLWMUX 340POBbIO U AaXKe KU3HU
nauneHTa (BC-cnHapom, Katactpopmnyeckmm A®C, aTUNUYHbIN
'YC) npu cuctTeMHOM akTMBaLUMK




[ POKOAINYIAHTHAA aKTUBHOCTb KOMTIJ1EMEHTA

* Moandukauma ochonmnuaHbIX KAETOYHbIX
membpaH, Heobxoammana ANA aKTUBaALUM
BHELLWHero nytn Koarynaumm (TF-3aBucmumoro);
* YcuneHue skcnpeccnn TF Ha membpaHax
PA3/INYHbIX KNETOK;

e AKTUBALMA TPOMOOLUUTOB

* [loBpexkaeHne sHAOTENUNA



B3anMmocBA3b CUCTEM KOMMNJ1IeMEeHTa U reMoCTas3a

AKTUBaLMA KOMMJIEMEHTa MHAYLMPYET MEeXaHU3Mb Ob6pa3syowWwuniica B NpoLiecce remoKoaryiaumm
dKTUBAL NN CBEPTbIBAHNA KPOBU Tp0M6MH dKTUBUPYET KOMNNEMEHT
ORI petineay ¥ sl LU Complement Activation Pathways
\Cz ’( \' 4 b= Factor| ‘ Classical Lectin Alternative | Coagulation
C3bB
N o ¥ Clq,r,s MBL C3b Xl TF
actor
“v / X £
mhz\a’ i&/hﬂb T )lllla\l
c3 . ] =
Anti-factor H antibodies Xa
Fibrin P —_
v T @ — ‘ |
: ~— Thrombin
Activated
//j factor VIl l
% . T i C5a 4—-@ ~ Plasmin
Tissue factor A4} Membrane attack complex l Fibrin‘ogen

MAC | Fibrin !

Coppo P, Veyradier A. Cardiovasc Haematol DisDrug Targets 2009;9:36-50 Amara et al. Adv Exp Med Biol 2008;632:71-9.




MHoroobpasune pyHKLMNN TPOMBUHA

AkTnBaums npotenHa C PnNBPMHOBLIN CryCTOK U TpOMBoOUUTapHas Nnpobka
O6pa3oBaHvie NpoCcTaLMKINHA AKTMBaLMA No NpuHLMNY obpaTHOM
\ /CBFl3I/I
AHTUKOArynaHTHoOE [1pokoarynsHTHoe
nevncTene i\\\\\ ,/////, nemncTeme

TpombunH

KneTouHas
Bocnanenune

nponudpepaums
/ \

dkenpeccua P-cenektnHa 9K

XEMOTAKCHUC HEMTPOMMIOR [Mpsamon mutoreH ans udpodbnactos
O6pa3oBaHue PAF sHOoTenvem CuHtes PDGF un TGF-B Tpombountamm
CD 40-L npogykunsi MCP-1, 11-6, 11-8 O6pa3zoaHne PDGF aHgootennem

Esmon CT. Trends in Immunol 2004


http://onlinelibrary.wiley.com/doi/10.1111/j.1365-2141.2005.05753.x/full

MexaHnambl MUKpoTpomboobpaszoBaHua npu STEC-TYC

(

Fibrin
Platelets l T
. Shigatoxin . Activated
factor VI
Globotriaosyl | ‘ T
ceramide S vanll

Tissue factor

High molecular weight

TNF-a VWF multimers

IL-1
IL-6

Renal microvasculature

Coppo P, Veyradier A. Cardiovasc&Haematol Disorders-Drug Targets 2009;9:36-50




[MaToreHe3 mukpoTpomboobpaszosaHma npm KADC

aHTMPB2GP1-AT
N

( )

BHympucocyducmoe Hdegpekm ydaneHus
omroxeHue pubpuHa ¢ubpuHa
} - - ~ PAI docperosa
-l onocpepoBaHHOE
kcnpeccus NonaBneHune yTH e':_ eﬂu -
lMpoBocnanuTenbHbIE MEXqHISMOB
P T® aHTUKoarynsuum (ubpuHonu3a

UnTOKUHbI: TNF-a, IL-1

|

nanbHble ocyaa

aKTVBaLus \ f / aKTVBaLINS
AHTNUdochonunuaHbie aHTUTENa



Mopenb gucperynaumnm cCUCTem KOMriemeHTa U remocTtasa B
natoreHese alyYC

BaKkTepunanbHas, BUpYCHaAa MHDEKLMA; NEKAPCTBA, ONYXONW, B g 1 O7an
6epemMeHHOCTb, TPaHCN/IaHTaUMA, cucTemMHble 3aboneBaHuns 03'”'9”(;3”6 TPUTEPHbIX
aKTopoOB

. BapuaHTbl reHoB

JdHAOoTeNnanbHble
CUCTEMbI Koarynauumu
ST (PLG, PLAT, PLAU, F12,
CTUMYNALMA U TN3UC ADAMTS13, VWF)

] [O6pa3OBaHme TpOM6OB] 2 9Tan

B MUKPOCOCYAax [eTnA
ancperynaumm

KOMMNAEMEHTA

[I/I36b|Tquaﬂ aKTMBaLMA

EEIPAGI A el i MexaHuuecKoe NoBpeKaeHUe
KOMM/1eMeHTa M/Mfll/l
SPUTPOLMUTOB
npuobpeTeHHble GaKTopbI 3 31an
(antiCFH-Ab)
KanHunueckune
NPoABAEeHMUS

[ MaHudectauyma al'yC J

Fengxiao Bu et al. JASN 2014;25:55-64

JASN



CBA3b MeXay HedpPOCKAEPO30M N HAC1eACTBEHHOM Tpombodunmnen

7

— «WanonaTtnyeckunmn
CKNepo3»

cA

59 B "anonatnyeckui

cknepos"

66 Hedpoburoncum c
NPU3HaKamm
COCYAMCTOrO CKNepo3a Al

COu AT

O KoHTponb

P <0,01

——| Rypunbwmkm

25 Hedpobuoncuim ¢
pPasAnYHbIMK popMamm a
XIH 6e3 npu3HaKkos
COCYANCTOro CKAepo3a

MyTtaunun reHoB MTHFR,
[MpoTpombuHa, FV Leiden

Goforth R., Rennke H. Kidney Int. (2006) 70, 743—-750



YacToTa OCTPbIX MUKPOLMPKYAATOPHbIX TPOMDOO30B Y

H60nbHbIX C TPOMBOPUANAMMU
(AaHHble Heppobuoncuin)

%
45
40
35
30
25
20
15
10

NN

KTo HT®

(ADA+HTD)
n=7 n=22

INeKTPOHHO-MUKPOCKONUYECKOE UccneaoBaHue.
Tpomb6 B Kanunnape KNybouKa c NONHOM OKKAO3UeNn
npocseTa cocyaa.

Mpenapar E.MN. loanybiHo K

bobposa J1.A., 2011



[TOKa3aTenn BHYTPUCOCYAUCTOrO CBEPTbIBAHUA KPOBU Y
60nbHbIX C TPOMbBOPUANAMU

YacTtoTta nosbiweHus [-aumepoB y 605bHbIX ¢ TpoMmbodounmuamm, %

%

70
60
50
40
30
20
10

YacToTa nosbiweHnsa ypoBHa PKOM B
3aBMCUMOCTW OT KOnn4ecTBa MyTauumm

B npeaenax HopMbl NOBbILLEHbI

= B npegenax N

E nosbiLlLeH

*P<0,05

ofHa nBe Tpu n Gonee
MyTaLun

Gobposa J1.A., 2011a.



CBA3b MOPGDO/IOrMYECKUX USMEHEHUN B TKAHM MOYKU C
NPM3HaKaMMn aKTUBALMN BHYTPMUCOCYAUCTOrO CBEPTbIBAHMUSA
KpoBU

[McTonorn4yeckme N3MeHeHus

ABCCK [momepyno- YTtonuweHne BbipaxeHHbln ATpodomsa Cknepos Tupeonan-

CcKnepos BMK apTepuono- KaHanbLueB WHTepCcTUuuuA 3auus
CKIiepos KaHanbLEB
HeT 50% 57 % 20% 50 % 50 % 14 %
eCTb 65 % 94 % 50% 77 % 85 % 31 %
P H/O 0,03 0,08 H/O H/O H/O

ABCCK — akTnBaumnsi BHyTPUCOCYANUCTOro CBEPTbIBAHUS KPOBU



B3anmocBs3b NOKa3aTtenem BHYTPMCOCYAMNCTOro CBEPTbIBAHMA
KpoBu n CK® y 60nbHbIX C cOCyaAUCTbIMM HedponaTUaIMM

CK®, Mn/MuH _;i' = n =55

MeHbLe 40 | | .

79-40 .

80 u BbILWE U - )

- o
0% 50% 100%
[Mpu3Hakn akTMBauuM BHYTPUCOCYANCTOro cBepThiBaHnss MW HET M eCTb
- yd

P =0,05

- (N
S S S

HeT %ﬁ'
0% 20% 40% 60% 80% 100% ' ' ' '

0% 20% 40% 60% 80% 100%

€CTb m‘

MNoBbiweHne [-
OnmepoB

[MoBbilweHne PKOM

u CK® HopmanbHas CKO® cHuxeHa
m CK® HopmarnbHaa = CK® cHuxkeHa

Bobposa J1.A., 2011



CBA3b NOKa3aTeneun akTuBaLuMm CBEPTbIBAOLLEN CUCTEMDI
KPOBU C MPOTENHYPUEN U YUC/IOM «MPOTPOMOOrEHHbIX
anneneu

“p<0,05 PKOM
* p <0,01

Yucno
«NPOTPOMBOOreHHbIX»
annenemn

cny A-Anmepbl

dnbpUuHoreH

Bobposa J1.A., Kosnosckas H.J1. 2010



Yactota obHapyxKeHUs npm3HakoB octpont TMA 'y
6onbHbIX ¢ XTH 1 Tpombopunmnen
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" n=33 e ¢ d

n=233

%
80 -
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“ MeHee 3

40 +

= 3 n bonee
3aMeHbl

Gobpoea J1.A., Kosnoeckas H.J1. 2010



CBA3b CKNEPOTUYECKNX N3MEHEHWI C MPU3HAKaMKM aKTUBaL MK
BHYTPUCOCYANUCTOro CBEPTbIBAHUA KPOBMU

XI'H [ucTtonornyeckne N3amMeHeHud

ABCCK BoipaxkeHHbI  ATpodoma  Cknepos Tupeongmnsauns
apTepuorno- KaHanbLueB WHTEPCTMUMA KaHanbLeB
CKnepos

HeT 12% 25 % 50 % 12 %

eCcTb 46% 75 % 100 % 20 %

P H/A 0,03 0,06 H/A,

ABCCK — akTnBauusi BHyTPUCOCYAUCTOro CBEPTbIBAHNSA KPOBU

Bobpoea J1.A., 2011r.



YacTtoTa rnomepyno- n apTepmosiocKIepo3a
y 60onbHbIX XIH 1 reHeTn4yeckon Tpombodpuanen




YacTtota agnddpysHoro nHtepctmumanbHoro ¢nbposa (TUP) y
6onbHbIX XIH ¢ reHeTuyeckomn Tpombodunmnen
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3aMeHbl
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M TIiAA (1)

< 3 3amMeH

3 1 bonee
3aMeHbl

>

0 50 100

B Arpodma KaHanbLEB OTCYTCTBYET B Arpodwma KaHanbLeB




Bananmne tpombodmnmnm Ha «NoY4EYHbIN Ucxoa» y 6oNbHbIX
XIH (n=56)

YacToTa "noveyHoro" ncxoga B 3aBUCMMOCTU OT YMcra "nMpoTPOMOOreHHbIX» annesnen B nogrpynnax

o >3 25 | | 75 | |
3 v 57 43 p<0,05
VI

88 12
60

A
w

\
w

9

fr TpU 71

N

A <3 64

0% 25% 50% 75% 100%
B He HacTynun HacTynun

4G/4G+ annenb T 14,6 0,02
Hanuuune Tpex n 6onee «npoTpoMOOreHHbIX» annenemn 2,7 0,08
Ann3oabl TPAH3UTOPHOTO noBblleHnst CKp 12,5 0,027
Hanuuune taxenon Al 8,4 0,001
O-onmep 6onee 3 MKr/mMn 12 0,02

Bob6posa J1.A., Koanosckas H.J1. 2010



BO3MOXHbIN MEXaHU3M y4acTUA CUCTEMbI FTeMOCTa3a U KOMMNIEeMeHTa B pasBUTUMU
HedpoCKnepos3a Npu rMomMepyasiPHON U COCYANCTOMN NAaTO/NOTUN NOYEK

[eHeTMYecKas NpeapacnonoXKeHHOCTb
(HacneacTseHHaa Tpombodpunms)

[eHeTMYecKasa NpeapacnoNoXKeHHOCTb
(MyTaumm B cucTeme KOMNAeMeHTa)

nomepynoHepput

v v

MMnepKoarynauMoHHbIN GeHoTUN AKTUBHOE NMMYHHOE MMnepaKkTMBHbIA GeHOTUN CUCTEMDI
CBEPTbIBAOLLEN CUCTEMDI ‘ KOMM/IeMeHTa |
BOCMNarneHune

—

HeapekBaTHbIN OTBET CUCTEMBI
KOMMJ1EMEHTAa

AKTUBaLUNA BHYTPUKITYOO4YKOBOIO /130bITOYHaA akTUBaLA CUCTEMbI
R R /] Y =1V KOMIUIEMEH I d

HeagekBaTHbIM reMocTaTU4YeCKNn OTBET

MHTepcTuumnanbHbin hmubpo3s Mmomepynocknepos

Koanosckas H.J1., bobposa J1.A., 2016




Cnacmnbo 3a BHMMaHue!



