FEMOPPATNYECKVE 3ABONEBAHWS
_ Y OETEA.
NEVKO3LI Y OETEN.




" 3ABONEBAHMA
_CUCTEMBL KPOBM




[pynna 3abonesaHuun,
XAPAKTEepU3yrowmxcsa MNOBbLILEHHOU

KPOBOTOUBOCTDLIO .

> BpemeHHOU USIu MOCTOSHHOW

>  npuobpetTeHHOU U BpoXAeHHOW

> CAMOFIPOU3BOSIbHO UMY B
pe3ysibTare He3HaUUTesNbHLIX TPAaBM



KoHTakTHas NQBEepxXHOCTb TKaHeBoW (akTop

X1
IXbIIIIX VII
X dCI
v Ca 2+
NMPOTPOMBVHA3A
NMPOTPOMBUH »TPOMBUH
CDVIBPAVIHOI'EH $nbPUH -MOHOMEP
PACTBOPUMbIA ®UBPUH
X1
NMJIA3MUH > HEPACTBOPUUMbBIN

OPUBPUH



TPOMBOLTAPHBLIN FTEMOCTA3

HeakTuBHbIA Pa3pbia Onswku AKTVBaLMS Arperauus
TpOoMGouuT W aare3uns TpombouuTos TpombouuTos
TpombouuToe

Ixcnpeccun M 1ib-lla

%fOH'ACYb-
. —
aKrvsaynv

®. Bunnebpanaa i

®. BunneBpanaa ® Bunnebpawad

Cocyancran cTeHka

White HD. Am J Cardiol. 1997; 80(4A)X28-108.




FEMOPPAI'MYECKME
3ABONEBAHWA

* BA3OTTATUMA
KOAIYNOTTATUA %

TPOMBOUNTOTTIATHUA




,l.]ecpuum NAG3MEeHHbIX (PAKTOopoB
ceepTbiBaHUA

N36bITOK aHTUKOGrYSISHTOB,
AKTUBALUMS UHFUBUTOPOB
MSG3MEeHHLIX PAKTOPOB
CBEepTLIBAHUS



HacneacreseHHoe
X-cuenneHHoe 3abonesaHue,
obycnossnieHHoe AePUUUTOM (PAKTOPOB
ceeptbieaHua VIII/IX wu
XapakTepusyrouieeca TaKesbIMU
KpOBOTEUYEeHUSIMU PassIMUHON JIOKasIM3aLmm



femoqpunua A - pepuuut ¢@. VIII
(80-85%) 1:10 000

r emomnm B - aecpuum . IX

CHOPAAVYECKASNEMOPUTIVISIRS
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[[emaTomel

[[emapTpo3bl

KpoBoTeueHus U3 canUsUCTLIX
Hoca U RosiocTU pra
[femaTtypus

KposoTteueHus us XKT

KposouznuaHug B LIHC



¢ Ilerkas gopma - yposeHb gpakTopa
VIII/IX 6orsiee 5 %

© CpepgHeTtaxesias OpMa - YpoBeHb
¢akTopa VIII/IX ot 1 no 5%

> Taxenas q@opma - ypoBeHb

qakTopa VIII/IX meHee 1 %



¢ HacnepnctBeHHOCTD

¢ Myxckou non

¢ PaHHuM Bo3pacT (6 mec. - 3 roaa)

¥ [[emopparuyeckmuii CUHAPOM

FEMaTtomHoro Turia

O Nemopunua A u B knvHuuecku

Hepasanuumsr |



¢ Bpems cseptbiBaHusa no Jlu - Yaury

- yAnuHeHo (Hopma 7-12 MUHYT)

¢ AYTB - yanuHeHo

¢ OnpepeneHue yposHa . VIII/IX -

cHuXeHbl (Hopma 50-150%)



METOONKA MOEHTUZENKALIUA
HOCUTENS

Nno3BOJISIeT UuccsieaoBaTb COCTOsIHUeE
njaoaa Ha paHHUX CpoKax
6epeMeHHOCTM M NPOrHO3mnMpoBaTb
nosiBsieHue 60JibHbIX AeTEN B CeMbSAX
C OTArowieHHOU HaceaACTBEHHOCTbIO
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® TEPATINS «no TpebosaHuto» («on demand»)

¢ TTIPOZUTIAKTHKA - noanepxaHue aKTUBHOCTU
(PAKTOpOB Ha ypoBHe He Huxe 2% - 5%

Tepanesmuuyeckue areHmMm

¥ KoHueHTpaTbl gakTopos VIII/IX,
W3BJieyeHHbIe U3| MiasMmbl
¥ PexombuHaHTHEIe akTopsr VIIT/IX



BE3 AAEKBATHOI'O JIEYEHWUS
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OOMALUHEE
NEYEHNE




TPOMBOLIUTOTTIATUM

"[emopparuueckum cuHapom obycnosrsieH
HapyleHUaSMmmu B TpombouUTapHO -
COCYAUCTOM 3BeHe remocTtasa



TPOMBOUMTOTTATUM

/ \

TpombouutoneHum TpombouutonaTum
CHUXeHue
PYHKLMWOHANbHASA
KonuuecTtea
HEeNONMHOLIEHHOCTb

(Huxe 150 TbIC.)



ATTT

CHuxeHue uucna Tpombouutos,
obycnosneHHoe BbLIpabOTKOU aHTUTEN K
TpombouUTaM U UX NOBLIWEHHOU AecTpyKuuev
KNTeTKAMU MAKpO@arasibHOUu CUCTEeMbl



[MATOIMEHES3
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Bu pycb|
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UONOTTATUYECKAS
TPOMBOLIUTOTTEHNYECKAS
TTYPTTYPA

XpoHUuyeckas
> 6 mecC

CamousneumBaercsa B 80-90% Heun3neuuma

HeBO3MOXHO npeacka3aTtb TeyeHue UTII Ha
OCHOBAHUMU MHULMASbHbIX KITMHUYECKUX UIIN
FTabopaTOpPHbLIX AAHHbIX
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KNMUHUYECKAQ KAPTUHA

SKXUMO3bI

TTeTtexuanbHasa cbinb

Hocosbie kpoBoTeueHus

KpoBoTeueHua U3 cnmusmUcCTeIX MOSOCTU pTa
[femaTypus

MaTouHbIe KpoBOTeueHus



ANATHOCTUKA

CemeUHbIU aHaMHe3
TpurrepHbie PAKTOpPbLI

Cemopparuueckum cuHapom

neTexuasnbHo - NATHUCTOINroO TUNa
OTCYTCTBMZ aHemum
OTCYTCTBVIZ renartocnsieHomerasiauu

OTCYTCTBVIZ JiumepageHonatum



ANATHOCTUKA
FEMOTPAMMA

U3onupoeaHHaa TpombouuToneHus
HopmanbHaa mopgonorua tpombounTtos

HOPMGJ'IbHOe KOJIUYECTBO U MOp@oJiormsa

SpUTPOLIMTOB U JTIEUKOLIUTOB



ANATHOCTUKA

Bpema kposoteueHua no [roke - yAnUHeHc
(Hopma 3-5 MUHYT)
NHaekc peTpakuum KpOBAHOIrO CrycTKa -

cHuxeH (Hopma 0,3-0,5)



KNACCUENKALIMA
TTIO CTETTIEHU TAXECTU

CreneHnb Yucno rpoMmébounTos X
TAXKECTHN 10°/n

I (Jlerkas) 100 - 50

II (CpeaHsan) 50 - 30

III (Tsioxenan) 30 - 20

IV (KpanHe MeHee 20, «MOKpbIN>

TAXenasn) KOMIMOHEHT



NEYEHUE

¢ CUMTTITOMATUYHECKASA TEPATTUA

¢ AKTHMBHASA TEPATIUA



CUMTTITOMATUNECKAA TEPATTIUSA

¢ [uerta 6e3 annepreHos

¢ [emoctatnueckue npenapatbl (AULUHOH,

EAKK, tpaHekcamosas k-Ta)
¢ AHTUTUCTAMUHHbIE

¢ MembpaHocTtabunusartoper (But.A, E, P, C)
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AKTUBHASA TEPATTMA

["nrokokopTUKOUALL

BHyTpuBeHHIU ummyHornobynun (BBUI)
AHTU[]-pesyc ummyHornobynuH
AHTUTena k C[20 (mabTepa)
CnneHaKTOMUA



NCXOAObl

¢ JletanbHoctb < 1: 1000
¢ BurspoposneHune 80-90%

¢ XpoHuszauma 10-20%



~ Xponnveckas
|

Heusneunma Ha cerogHs!!!

(

Uenb neyeHusa -
He KOHKpPeTHOe YMCno TPOMOOLMTOB, a
npenoTBpalleHne U fieyeHue onacHbIX
KPOBOTEYEHUH

‘maBHag 3a6o0Ta
nogaepXxaHne YBEPEeHHHOCTM Y MauMeHTa
U ero ceMbMm




BOJIE3Hb BUJIJIEBPAHOA

& [depuuur gaktopa BunnebpaHaa
¥ AyTOCOMHO-AOMWHAHTHEIA TUN HAcneAoBaHWUS
® Yacrora 1: 100
¥ PyHKUWOHAMbLHASA posib aKkTopa BusnebpaHaa:
— apresvs TPOMOOLNTOB
- KOMROHEHT aKTopa ceeptbiBaHUsg YIIL



BOJIE3Hb BUJIJTIEBPAHOA

& CMelaHHBIW TUMN FremopparuyecKkoro CUHAPOMA
(remaTomMbI, KpoBOTEYeHUs U3 CAUN3UCTBIX
obosioueK, 3KXUMO3bI)

¥ He xapakTepHbI FremapTposbl U neTexmm

HAVIB@IIEERY AGHBIENGMIII@MbL

¥ Hocosbie kposotedeHus (JIOP-gpay, Heeposior)

¥ MarouHbIe KpoBoTeyeHus (rHeKkosor)

¥ MHoXecTBeHHbIe 3KXUMO3bI, KpoBOTeueHUs npu

SKCTpaKuUmM 3yboB, AnuTesibHbIe menses



¢ Bpemsa csepthbiBaHua no Jlu-Yauty-

He3HauuTesIbHO YASIUHEeHOo
¢ Bpems KpoBoTeueHUs - yasIUHEHO
¥ Anre3vs TPOMOOLUTOB C PUCTOMULINHOM —

yASIWHEHO

¥ YpoBeHb, (akTopa Busniniebpasaa B KPoBY| —
Hopma 50-150%



KNACCUENKALINA

® 1 TMn - cHuxeHue kKonuuectsa PaxKTopa

BunnebpaHaa

¢ 2 TMn - KayecTBeHHAs HernoJSIHOLIEHHOCTb
(pakTopa BunsnebpaHaa npy HOpMASIBHOM
KonuJecTBe

® 3 TUR -RoJsiHoe OTCYTCTBUE (PAKTOPa
Bunnebparaa



NEYEHWE

® 1 Tun - remocratuyeckue npenapatsr, DDAVP
® 2 TN - remocraTuyeckue mnpenaparhl,
CUHTeTUYeCcKue (PAKTOpLI CBepTLIBAHUS

¢ 3 TN - cuHTeTUYeCKue (PAKTOPLI CBepTLIBAHUS

liponHocTUEecKe: aKTopPhL
¢ OcBoboxaeHue oT cnyxbbl B apmuu
¥ OnacHocTb KPOBOTEYeHUW BO Bpems POAOoE
¥ OnRacHocTb KPOBOTEYeHUU RpYI TPABMAX: I

onepaumax



BACKYNOTTATUN (BACKYNAUTLL)

femopparuueckum cuHapom obycnosseH
NnopaxeHWem COCYAUCTOU CTEeHKW

Hepuuuta @aKkTopoB CBepTLIBAHUSA U
TpomMbouuToB Her

['Mnepkoarynaumus



TTIATOTEHES

O6pasoBaHue UMMYHHLIX KOMMJIEKCOB
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$ukcauma Ha 3HAOTeNIUU COCYAOB,
paspylweHue 3HAOTeIMOLMUTOB

| |

BoicBoboxaeHUe BA30AKTUBHLIX BeliecTB
(rMcTaMuH, CepoTOHUH, KUHWHLL)

I/ \ / \ /

Metabonuueckue
Funepkoarynauus, HapyweHue i
yrHeTeHue KpoBOTOKa B Gk !
UbbUHONU3A TepMUHATIbBHOM paccTpouncTeo
" HepBHOW perynauuu,

COCYAUCTOM pycne ¢
HapylueHue PYHKUUMA



STUONOINA

/ \

WHPEKLUMNOHHBIE

AlrEHTbI NMALLEBBIE
BNPYCHbl, AJIIEPI'EHbI
CTPEMNTOKOKK
BAKLUWHDbI,
CbIBOPOTKN,
= MKAMERESS NMPEMNAPATDI

KPOBU



KNUHUNKA
4 OCHOBHBLIX CUHADOMG:

KoxHbIu
CycTaBHOMU
A640MUHANTBHBIW
TToueuHbIU

MonHueHocHaa gopma



KOXHbBIN CUHOPOM

<«BU3UTHAA KAPTOUYKA>»> Fremopparmyeckoro
BACKYJIUTA

ONATHO3
CTABUTCA KNUHUNECKU HA OCHOBAHUU
XAPAKTEPHBIX KOXHbLIX TIPOSBNEHUM |



CTETIEHAN AKTUBHOCTU

I creneHb - U3OSNIUPOBAHHBLIU KOXHBLIA CUHAPOM,
NUXOPAAKA U UHTOKCUKALIUA OTCYTCTBYIHOT.

II creneHb - pasnuuyHbie coYeTaHUs KOXHOro,
CYCTABHOroO U ab6AOMUHASIBHOTO CUHAPOMOB, oOblee
COCTOSHUe cpefHeW TaxkecTu, cybgebpunurer,
yMepeHHas UHTOKCUKALUA.

III creneHb - NOYEYHBLIA CUHAPOM,
a6AOMUHASBHEIU CUHAPOM C MPU3HAKAMU KULLIEYHOTO
KpoBOoTeuyeHus . Bbicokasa TemnepaTtypa, UHTOKCUKALWS.




ANATHOCTUKA

» [emorpamma - HeUTpOPUILHLIU  JIGUKOLIUTOS,
303uHOPUNUA, YysenuudeHHas CO3. Konuuecteo
TpoMboOLUTOB B HOPMe UNU MOBLILWEHO

- Bbuoxumudeckue usmeHenua - (+)CPb,
nosbIlWeHue OCTPOPA30BLIX MoKasateneu,

aucnpotenHemus (CHUXeHue anbbymuHoB,
nosbIWweHue a2 - u y - rnobynuHos,
pubpuHoreHa)

» KoHtponb 3a cocrosHuem nouek (npoba no

HeqmnopeHKo, MOYeBUHDI, KPQOTMHVIHG)

- Twurptl_aHTUCTpenToxoxkoserx AT



ANATHOCTUKA

» Koarynorpamma - sBpems CBepTbIBAHUS KpPOBU MO
NMMn-Yaury, AYTB (ykopoueHbI)

- TlapaxoarynauuoHHsie tectsl (3TaHOsOoBLIU,

NPOTAMUH - CYNb(PATHBIU) - NOSIOKUTESIbHbIE

- Zaxtop BunnebpaHpa - nosbiweH B 1,5-3 pasa

- AHTUTpomMObUH IIT - moxeT 6bITb CHUXeH



BASUCHAQ TEPATINA

~ CTporum noctenbHbIU pexum (4-6 Heperb)

- fTunoannepreHHas auera

~ DHTepocopbeHTLI

- FenapuH - 200-300 EO/kr macchl B CyTKM,
3-4 pa3a B CYTKM MOAKOXHO

» AHTUTUCTAMUHHLIE NpenapaThl

- HTTBTT

~ He3arperaHTsr



AINbTEPHATUBHAQ TEPATTUA

[ nrokoKopTUKOUALI
TTnakseHUn
MembpaHocTabunusaTopobr
TTnasmagepes

LluTocTaTuku
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PYTITTA KNWHWYECKU TETEPOMEHHbLIX
KNOHAJIbHBIX 3JTOKAYECTBEHHbLIX
HOBOOBPA3OBAHUA U3 FEMOTTOSTUYECKUX
KNETOK -TIPEAWECTBEHHMKOB



Jlenko3bl

PeTnHobnacrToma
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OCTPbIE

MTIMMOOUVIOHbLIE
| |

e

XPOHUYECKUE

 ———

MUENOUAHLIE




BAPYCHO - TEHETUYECKASA TEOPWUA

¢ OHKOMEHbLI B HEAKTUBHOM COCTOAHUA

+ BO3OEUCTBUE HEBNAMOTIPUSTHONO SAKTOPA

+ XPOMOCOMHAS TTONOMKA

o AKTUBALINE OHKOMEHA

+ TTIEPEHOC MHEOPMALIMM HA OHK 30OPOBOW KNETKU
+ 3NOKAYECTBEHHBLIN POCT



¢ SNEKTOPOMATHUTHOE W3NYYEHWUE

¢ PAOMALIMOHHOE BO3OEUCTBUE

o XUMUYECKUE AMEHTBLI (BEH30MN, ALUETOH, BEH3WH..)
¢ LIUTOCTATHKM

o AYTOMMMYHHBLIE 3ABONEBAHMS

+ HACNEOCTBEHHAS TIPEOPACTTONOXEHHOCTD

+ XPOMOCOMHbBIE 3ABONEBAHMS

o BUPYCHI (3TTIWEMH-BAP, LIMB..)

+ KPYTTHbIWM TTNOA (BONEE 4 «r)



ObYCNOBJIEHBI YTHETEHMEM HOPMAJIbHOIO
KPOBETBOPEHWUS B PE3YJIbTATE
TTPOJTUZEPALIMA 3JTOKAYECTBEHHOIO
KINNOHA KJETOK
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MHTOKCUKALIMOHHBIN
AHEMWYECKNA
FEMOPPATMYECKUM
FMTTEPTTNACTUYECKUMA
(MMMEOTTIPONTMEEPATUBHBLIWN)



ONATHOCTHUNKA
TEMOMPAMMA

TTAHUUTOTTEHNA (YTHETEHUE BCEX
POCTKOB KPOBETBOPEHNMS)

BNACTHBIE KNETKW NEUMKEMUYECKUU
«TTPOBAJI»



OCHOBA [NOUNATHO3A -
MUEJIOTPAMMA

¢ TTAHUUTOTTEHNS (YTHETEHME BCEX
POCTKOB KPOBETBOPEHNMS)

¢ BIIACTHLIE KJIETKHN > 25-30%
(HOPMA 5%)



ANATHOCTUKA

¢ LNTOXMMUSA
¢ WMMMYHOTUTTMPOBAHUE
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JIMMOOBJIACTHDBIE (L1, L2, L3)
HEJIMMO®OBJIACTHbDIE

MO — HegudbepeHUNPYyEMbIN
M1, M2 - MnenobnacTtHbIN

M3 — npoMuenounTapHbIN

M4, M5 — MmenomMoHOONaCTHbLIN
M6 — apuTpobnacTHbIn

M7 - merakapuobnacTHbIW
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WMMYHO®EHOTUTTMPOBAHUE

IIpo-B-OAA Common-OAA IIpe-B-OAA  3peasz B-OAA
(BI) (BII) (B III) (B IV)

CTBOAOBA#A
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TTONMMXUMUOTEPATIMNS
TIPOZUNAKTUKA HEUPONEUKEMUN
TTOOLEPXUBAIOLLAS TEPATTUSA

TPAHCTTNIAHTALUNEA TEMOTTOSTUYECKKNX
CTBOJIOBbIX KIIETOK



«CmsryeHme» tepanuu ans 60nbHLIX C
onaronpmMAaTHbLIM NPOrHO30M

MuHuMMU3aLmMA pUCKa BTOPUYHbIX ONyXOsen
(oTka3 ot y -obnyuyeHus)

YBenunyeHue BpeMeHUu noagepxuBaroLlem
Tepanuuv y Manb4uKkoB

WHpguBngyanu3auma Ha OCHOBaAHUM YETKO
pa3paboTaHHbIX (DaKTOPOB pUCKa

OnpegeneHne YyBCTBUTENbLHOCTU ONYyXONEBbIX
knetok K NXT

[MpeogorneHue pe3MCTeHTHOCTU K Tepanuu



¢ [lepsbie 100 nem - abcontotHas ATanbLHOCTL

¢ [locnearHue 50 nem - TopxecTBo
KOMOUHUPOBAHHOU MoNUxXUMUo/ nNyuesou
Tepanuu + HA4YasIo UCMOJSb3OBAHUA MEeTOAOB
UMMyHOTepanuu, Bkskouas TICK

¢ byayuee - paclwimppoBKa MOSIeKySISpHLIX OCHOB
natoreHesa, pa3paborka reHHoob6oCcHOBAHHOU
Tepanuu U COBeplLUIeHCTBOBAGHUE MeTOAOB
UMMYHOTepanuu



