[emopparunyeckmne guaTesbl

BpoxaeHHas nam npnobpeteHHas
aHOMa M B CUCTEME CBEPTbIBAHUSA
KPOBM, NPOSIBNIAOLLAACSA
reMopparm4yeckmmMm CMHAPOMOM



[emopparunyeckune guaTesbl

1. Koarynonatuu

2. TpombountoneHuun m
TpoMbouuTonaTUn

3. HapyweHunsa KoaryisumMoHHOro v
TpomboumMTapHOro 3BeHa: 60s1e3Hb
Bunnebpanaa, ABC-cnHgpom, nyyeBas
bonesHb 1 A4p.

4. Basonatum




CuctemMma remocTasa

® 338eHa:

® cocydbl + mpomboyumsl + npomeuHbl NAA3MblI
(pakmopbi ceepmbisaHus) —

—Koaz2ynayus u pubpuHonus.

® 2cmaduuzemocmasd

1. MNepBuyHbIN . = NnpaAMan HeMeAleHHAs 3aKYNOPKa
NoBpexXAeHHOro cocyAa (BasoKOHCTPUKLUA +

TpombouuTapHbIN TPOMO)

2. BrtopuuHbIn . = nnoTHBIM TPOMD (TPOMbBOLUTLI + PUOPUH +
n1a3MeHHble GaKTOPbl KOAryasummn)

3. QubpuHonus




[DaB)A - TPONOOLACTIA
 (tpmmavme K
[1poTpONORE — TONORE
AT D QARTOPHI peTpaman)
Qydpmores — QUOPEE - TpoN0



Posib cocya0B B cucTemMe remMocTasa

[nagkaa myckynaTtypa tunica media KOHTpoOAMpyeT
BA30OKOHCTPUKLUIO, Ba3oaMNnaTaL Mo, MPOHULLAEMOCTb

Uumuma — bnoxnmmyeckue peakumm (cekpeuums

SHAOTENNANbHBIX KJAETOK U CYyO3HA,0TENNATbHOIrO MbILLEYHOIO
CN0S)

AHTUTpOMbOTHYECKaa pOab COCYAOB:

[nadkasa nosepxHoCmMb —NpPenaTCTBYET akTUBALUK
TpoMbouMTOB

Bazodusnamamopel : npocTaumkamH PGi2- nHrnbutop
aKTMBaL UM TPOMBOLMTOB
aJEeHUH - HYKJ1Ie03UA-a4eHO3MH (Ba3oamnaaTaTop)

AHMuKoa2ynsiHMbl: TPOMOOMOAYAVH; NPOTEA3 -HEKCUH —
MHAKTUBATOp TPOMOMHA; renapaH—Cy/ib@aT - aKTUBATOP
aHTUTPOMbMHA-3




Vessel Function in Haemostasis

® Vasoconstriction, vasodilatation, changes of vessel permeability
«—smooth muscle of tunica media.

® Biochemical properties (secretion of endothelial cells and
subendothelial smooth muscle tissue) is controlled by the

intima.

® Endothelial cells secret anti-thrombotic substances:
Prostacyclin (PGi2)- inhibits PL activation, induces
vasodilatation.
ADP & ATP - vasodilatator

Thrombomodulin —fanticoagulant property of protein C
— plasma regulator of coagulation

Protease nexin = inactivates thrombin
Heparan-sulfat activator of antithrombin-3




PakTopbl, obecneunBatoume TpomboobpasoBaHue

® Ba3okoHCcTpukumsa — 2 dpasbl:1)Heupo2eHHas (10-30 cek.)
2)MmuoeeHHas (0ko0a0 1 yaca)

mpombokcaH A2 u cepomoHuUH (npodykmsl mpomboyumos)

® TpomboreHes — 2 nyTu (BHEWHUU U BHYMpeHHUU)
o BHewHuu — mkaHesou mpombonaacmuH (¢b.11) + .Yl

o BHympeHHuUd — konnazeH (. Xll, X, Xl, Ylll, npekannukpeuH,
¢. Quomepansda + mpomboyumsl)

__3mu nymu obveduHsaromcsa u mpebyiom dns csoel
peaausayuu pocponmnuabl u Ca+ —akTmBaymsa ¢.X




MeXxayHapoaHaa HOMeHK1aTypa GpakToOpoB

CBEPTbIBAHUA KPOBWU

dbnbpuHoreH
| npoTpoMbuH
Il TpombonnacTuH

Y Kanbuun
MOHM3NPOBAHHbIY

YnpoakuesnepuH
Yl npokoHBepTUH

YlllaHTUreModunabHbIN
dakTop A, YlII :C

® X aHTHUreMmodunibHbIN
daxkTop B

® X ¢. CroapTta-lpayapa

® Xl nnasmeHHbIn
NnpeALecTBEHHMK
TpombonaacTuHa

e Xl ¢.XaremaHa

® Xl pubpun-
ctabunumsnpyowmm ¢.



5 TMNOB reMopparnmyeckoro CMHAPOMa

1. NeMaTOMHbIU — KPOBOU3NUAHUA B MSATKME TKaHW
(remochunusa A u b)

2. TeTexnanbHO- NATHUCTbIN — (CUHAYKOBBIN UIN SKXMMO3HbIN) —
B/KOXXHbl€ KPOBOU3NMUSHUSA (TpOoMBOUMTONEHUN U -NaTnK, AedonunT
doakTopos. |, X, YlI)

3. CMeLllaHHbIN — CUHAYKOBO-reMaTOMHbIN U NeTexnanbHO-

NATHUCTbIN C 3abpOWMHHBIMK remaTtoMmamn ( aedomuuT
NpOTPOMOMHOBOro KomMmnnekca, bonesHb Bunnebpanaa, OBC-
CUHAOPOM, NEPEnO3NpPoBKa aHTUKOAryrnsiHTOB 1 TPOMOOSTNTUKOB

4. BacKkynuUTHO - NypnypHbIA TUN — CbINWU WX 3pUTEMbI Ha (hoHe
BOCNaneHus (remaTtypusi, KALLIEYHbIE KPOBOTEYEHMS)

D AHMrMOMaTO3HbIN TUM — TENEAHTNOJKTa3NN, aHTMOMbI. CTpOFO
JTIOKaJ1In30BaHHLI.




2 BApMaHTa HapyLeHNsa CBepPTbIBaeMOCTMU B
OCHOBE reMopparnyeckoro Auartesa

® CocyamcTo-TpoMboLUTAPHbBIN — pesko
ysesnu4yeHo epems KpoeomE‘IEHue

® Koa rynas LI,MOHHbIﬁ = pe3Ko yBenu4eHo spems
csepmbisaHuUs Kposu



MemoOdbl oyeHKu HapyweHus 2zemocmasa
Cocyaucro-tpomboumTapHoe 3BeHO

® Cocyducmbie npobbi:

1.KoH4anosckoz20-Pymnens-Jleeda -5-MUH. CaaBAEHWE NPU
90-100 MM.Hg.

Ymcno remopparum B kpyre @ 5 cM210 = (+)

2./laumenbHOCMb KANUAASIPHO20 KpoBOomMeyeHUs (npoba
Aoke)

YKOAN B MOUKY yXa Ha 3-4 MM. B N< 4 MuH.




MemoO0dbi oyeHKU HapyuleHuUs 2emocmasda
Cocyaucro-tpombouuTapHoe 3BeHO

® TpomboyumapHoe 38eHO

1.Konuvecmso mpomboyumos (Hopma 200-300 MbIC./MKN)
2.Pa3mepbl mpomboyumos (|-cuHopom Buckoma-Ondpudxca;
FuezaHnmckue gpopmel - cuHopom bepHapa-Cynbe)

3.Pempakyus kposaHoeo ceycmka (Hopma = 5-18 Yyacos)

4. Tpombo3nacmozpagus — adzesusHo-azpe2ayuoHHas

pyHKYus

B N - 2 8onHbl. Omcymcmasue 2-U —HapyweHue

8bIcB060M deHus unu cuHmesa BAB u3 epaHyn mpomboyumos
(mpombacmeHusi, mpombonamus)



MemoO0dbi oyeHKU HapyuleHuUs 2emocmasda
Cocyaucro-tpombouuTapHoe 3BeHO

[ _ AOI’IOJ’IHVITeﬂbeIe MeTO bl

1.CodepixcaHue me2akapuoyumos B NyHKTaTe
KOCTHOro Mo3ra (Mop@o/10rvs U LUTOXMMMUS
KJ1€TOK)

2.[IpodoaxcumenbHOCMb HU3HU
mpomboyumos (HopMa — 4-5 AHEWN)

CHuaeTcs npm TpoMboLUTONEHMSAX
MMMYHHOIO reHe3a 1 TpoMboynToneHnsx
notpebnenHus



Memoodsbi oyeHKuU HapyweHus 2emocmasa
[yMopanbHoe 3BeHO

1.Bpemsa cBepTbiBaHMsA no Jin-Yanty (N=7-9 muH.)
BeisiBasieT TO/1bKO rnybokue HapyLweHus

2.TpombuHoBOE MAM TpoMboNnIaCTUHOBOE BPEMS:
ayTOKOAry/isiLMOHHbIN TecT (MMKpO-TecT) Nno bapkarany.

N= 15 cek. (kposb — 13 nanbLa) OTpaxaeT BHELIHUE MeXaHW3Mbl
Koarynauum)

3.MpoTpombuHOBbIM TecT KBMKA (NpoTpomMb6UHOBBIN UHAEKC B %)
OTpaXkaeT BHYyTPEHHME MEXaHM3Mbl KOAryAsLum

® CneumnanbHble METOAbl onpeAeneHns AePULNTa
dDaKTOPOB CBEPTbIBAHUSA

o UmmyHonoauuyeckue

o [MpuHyun koppekyuu npu dobasaeHuu degpuyumHoz0
¢gpakmopa




bonesHun, cBA3aHHbIe C HAPYLEHNEM
COCYAMNCTO-TPOMOOLLMTAPHOIO 3BEHA

® 1. TpomboumTONaTUM YuCco mpomboyumos
He U3MEHEHO

® 2. TpombounTONeHnU
4UC/10 mpomboyumos mMeHee 150 000/ MK

® /[leneHue yc/n08HO: M.6. —NeHUN + -NaTum
u Haobopom



TpombouunTonaTmnm

HacnepcTtBeHHble popMbl — B 3 pasa valle
npnobpeTeHHbIX

[lepBble CUMNTOMbI — B PAHHEM U A,0LKO/IbHOM
BO3pacTe

® Y 60/1bIMHCTBA AeTen C reMopparnyeckmm

CUHAPOMOM — Me3eHxuManbHasa gucnnasua (ACT)

B cTtpykType npeobnagatoT Tl BoicBOOOXAEHNA U
napumaabHble.




BonesHu, cBA3aHHbIe C HApYLUEHME COCYANCTO-
TpoMboLMTapHOro 3BeHa

TpomboyumoneHuu

HacnedcmseHHble lMpuobpemeHHble

l l

UmmyHHbIe  He umMMmyHHbIe
\4

N3oummyHHble TpAHCUMMYHHbIe

FemepoummyHHbIe AymoummyHHbIe



TpombouynToneHnm

® UN3oummyHHbIe — koHdankT no cucteme ABO, Rh. Mpwu

TPaAHCPY3UAX UM TPaHCNIaLeHTapHO. MaTepuHckne AT —B
KpoBb naoga nnu peberHka. boneoT ToNbKO
HOBOPOXAEHHble. J/leueHns He TpebytoT.

® TpAHCUMMYHHbIE —Yy HOBOPOXAEHHbIX OT MaTepel,,
6onbHbIX 60Ne3HbIO Bepbroda. /leueHms He TpebytoT

® [emepoumMmyHHbIe — npu nopaxeHuu Bupycamm OPBY,
BETPSIHOW ocnbl, napoTuTa no Tmny Al/AT. Komnaekc Bupyc-
TPOMbBOLUUT —K AM3NCY TPOMBOLMTOB, UX YMcao |. B ntobom
BO3pacTe. TeuyeHme oCTpoe, ncxod 6aaronpmsaTHbIN.



AyTOMMMYHHas TpomboumToneHus
(namonaTnyeckas TpomboumToneHnYeckas nypnypa)
BonesHb Bepabroda

Hauano — 85-90% B cBsA3n c OPBW; m.6. nocTteneHHoe, BHe
CBA3M C MHPeKLMeN

[emoppaauyeckuli CUHOPOM: CbiNb NoanMopPHasn (40
«LIKYPbl 1eonapAa»), NOMXPOMHas, NETEXNU HA CIU3UCTbIX

(POT, MUHAANMHBI, HEDO, 3a4HAA CTEHKA M/TIOTKMN);
aCMMMEeTPUYHDbIE; HA BOJIOCMCTOM YaCTM r0JI0Bbl — PeAKO;
NAaZlOHN YNCTbIE; BbICbIMAaHWS CMOHTaHHbIe, «b6e3 noBoga»,
4aCTO — HOYbIO. BbiNageHmne MOMI0YHbIX U NMpope3bliBaHKue
MOCTOAHHbIX 3yb60oB — 6e3 kpoBoTeueHnsa. KpoBaBas peoTa —
pe3yabTaT 3arnaTbiBaHUSA KPOBU U3 HOCQ; pexe — Xesly40o4Hble
KpoBOTeueHus. Y geBoyek M.6. MaTouHble. leMaTypusa y AeTeu
— peako. [eMapTpO3bl He XapaKTepHbI.

[leyeHb N ceneseHka (-).
M.6. iumpoageHonaTma u apTpanrmum — nckaountb CKB!







BonesHb Bepabroga

® JlabopamopHas duazHocmuka: 1.AnnTenbHOCTb
KpoBOTeuyeHus pesko T (40 30-35),

(N=2-3")
2.Arperauy,. cnocobHocTb TpOoMboumTOB | Mau (-)
3.Bpemsa peTpakumm cryctka — 6onee 2-3 cyTok
(N=5-18y)
4,.Bpemsa ceepTbiBaHUA (/IN-YanT) — HeCKONbKO 1
(N=7-9)
5.Cocyamnctoie cMMNTOMBI (+)



BonesHb Bepabroda

@® TeyeHue: octpoe (MeHee 6 MecaLeB)
XPOHUYECKOe: pesKo peLuamBmpyoLLee
YACTO = ==-D=-=-N=-=»=-=N-=-N--

HerlpepblBHO—»--»--»--»--»--»--

BbizdoposaeHue — 8 80%

AuazHo3 Becbma BepossmeH, ecau:

He 66110 npm3HakoB 3aboseBaHMA B paHHEM BO3pacTe;
HopmasibHble MOpdoMeTpmuyeckme npnsHakm TpomboymnToB
(+) 2 PeKkT OT TEpaNUM KOPTUKOCTEPOUAAMM

O6Hapy>xeHbl TPOMbBOLMTAPHbIE AHTUTEN]




BonesHb Bepabroda - neverme

® Pexcum — nocTeNbHbIM Ha 3-4 Heaenun (NoKa ecTb
remMmopparum)

® /Juema - rvnoxaopuaHas, c orpaHu4YeHmnemM Xnpos,
LWaAALLAsa, UCKAOYNTb KOHCEpPBbI (Cannuyuaatel!) ykeyc,
NPAHOCTU. BKAOUNTL apaxuc.

® [lamoeeHemuuyeckas: 1. [1peAHN30/10H 1,5-2 MI/KIF/CyT. Ha 2-3
Heaenun. 2. AHTUPE3yCHbIM UMMYHOTI/106y/IMH (aHTK-D-IgG).
Rh + 60abHbIM B/B N0 25-75 MKI/KI B Teu. 2-5 gHeW. biokaaa
P2C (IMocne cnaeHskTtoMmm — (-))

3. IHTepdepoH a2 (peadepoH, MHTPOH A, peadepoH A) [lo 5
et — 500 000 ME/cyT. 5-12 net —1 MmaH. ME/cyT, cTaplie 12
JIeT — 2 MJIH.; 3 pa3a B HeAeJito 3 MecC. (+) —yepes 2-7 Hejesb




BonesHb Bepabroda - neveHue 2

® CnaeH3KMOMUSA — ceyac pefKo; Yepes 3-4 Mec. npu
(-) 3pdexTa oT KOMNAEKCHOM Tepanuu

® Lumocmamuku: azatnanpuH (MMypaH)
5O Mr/M2/cyTKuU
LUKNOPOCPaH — 2-4 MI[Kr/CYT.; BAHKPUCTUH 1-2 Mr/M2
1 pa3 B HeJesto B TeYeHue 1,5-2 MecsueB

® [Mnasmagepes

® [lepenusaHue kposu u mp0M6oqumapHoa’
Mdacchbl He noka3aHo!



BonesHb Bepsbroga - neyeHme 3

4
2
6.
¥

Cumnmomamuyeckas mepanus

&-aMMHOKaNpPOHOBAasA KMUCA0TA 0,05-0,1 I/KF/CyT. per os 3-4
pa3a B AeHb

ATO — no 1-2 ma 1% p-pa B/M eXxefHEBHO 3-4 Heaenu

Cynbdat marums — 25% p-p B/M (1 ma/roa) nam tTnocynbdaT
MarHus 0,2-0,5 3 pasa B AeHb Noc/ae e/bl

PnbokcuH
TnaMnH He Ha3HavaTb! — | arperaumto TpomMbOLMTOB.
[penapaTbl napaaMMHOHBEH30MHOM KUCAOTbI

MoHocemunkapba3oH agpeHoxpoMa (a4 pOKCOH, XpOMareH,
aZpeHoKCuN)

CepoTOHUH-agunumHat unm C.-kpeaTmnHcy/ibdaT B/B
AVUMHOH



TpombouunTonaTus

® -HapyLleHMe CMCTEMbI FreMOCTasa, B
OCHOBE KOTOPOro Jiexar
KauyeCTBEHHbIN AedeKT

ANCPyHKLMS TpoMboLMTOB.



TpomboumTOonaTnm - HaC/1IeACTBEHHbIE

1.CBA3aHHbIE C MEMBpaHHbIMM aHOManuamun (cuHgpom bepHapa-
Cynbe, CKOTT cnHapom, nceesgobonesHb BunnebpaHaa,
TpombacTteHusi [MaHuMaHa 1 ap.)

2.CBA3aHHbIe C BHYTPUKNETOYHbIMN aHOMannaMum

a)bonesHn HegoCTaTOUYHOCTM Nyna XpaHeHus - 4eUUNT NNOTHbLIX U
anbda-rpaHyn (bonesHb epmaHckoro-lygnaka, TAP-cuHgpowm,
CUHOPOM cepbiX TpoMbounToB, cuHapom Yegunaka-Xuracu, CUHOPOM
[pucuennun, 4eUUNT NNOTHLIX rPaHyn

6)HapyLleHne peakunmn BbICBOOOXAEHMNA rpaHyn 1 UX KOMMOHEHTOB
(aedekT uMKnookcureHasbl, TPOMOOKCaH-CUHTETA3bI,
NMNOKCUreHasol uap.)

3.CmellaHHble TpomboumTapHble HapyweHus (cuHapombl Mes-
XerrnuHa, Buckotta-Ongpuya v gp.)

4. [inchyHKumsa TpoMboUNTOB NIa3MeHHOro reHesa n npu CocyaucTbIX
ancnnasuax (bonesHbBunnebpanaa, 6one3HbAnepca-LaHnoca)



TpombounTonatnum npuobpeTeHHbIe
(CcMMNTOMATUYECKUE)

1 femob6.1acTo3bl

2MwuenonponndepaTmBHble 3ab601€BaHNSA N CCEHLMA/IbHASA
TpombouunTemus.

3. Butamumu B12-aednyntHan aHemus.

4. Ypemus

5. MuenomHas 6one3Hb,

6. Mpu LMppo3ax, onyxonax u NapasmTapHbiX 3aboneBaHNAX NevYeHM
7.[puv uunHre

.8.MpnropMoHanbHbIX HAPYLWEHUAX -TUMO3CTPOreHny,
rMnoTMpeosax.

9./lekapcTBeHHbIe 1 TOKCUreHHble popmbl (acnmpuH, HIMNBC,
aHTUOMOTUKN)



BonesHb MaHymaHa (TpombacTerHuns)

® [ledunuymnt ramkonpoTtenHos lIb/llla
MembpaH TpomboumTOB

® Tun HacneaoBaHUA: AYTOCOMHO-
pPeLeCCUBHbIN

® CoxpaHeHbl aaresns u arperayms
TPOMOOLMTOB C PUCTOL,ETUHOM, HO HET
OTBEeTa Ha CTUMYASTOPbI, TpebytoLine
cBA3bIBaHUA pubpuHoreHa (AL,
TPOMOWH, aZpeHaNnnH)



BonesHb MaHymaHa (TpombacTerHuns)

® NposABASETCA YXXe B paHHEM AEeTCKOM
BO3pacTe, XxapakTepm3yeTcs neTexmasibHO-
3KXMMO3HbIM TUMOM KPOBOTOUYMBOCTMH,
CKJIOHHOCTbIO K KPOBOTEYEHUIO U3
C/IN3NCTbIX 0060/104€eK (HOCOBbIE, MAaTOYHbIE
KPpOBOTEYEHUS, KPOBOU3INAHUSA B CKAEPY U
CeTyaTky rsnasa), ATeNbHbIMU
KpOBOTEeYeHUAMK Noce yaaneHus 3yba nam
JTOP-onepaumn.



bornesHb [NaHymMaHa-nabopaTtopHas
OnarHocTuKa

@ - yBeE/IMHEHNE BPEMEHU KPOBOTEHEHUA,

® - HOPMaJibHOE KO/INYeCTBO
TpOMOOLUTOB;

® - B NpeAenax HoOpMbl a4 re3us
TPOMOOLMTOB, NPU N3YyYEHUM
PUCTOLETUH-UHAYLLMPOBAHHOM
arperauum TpoMboLLMTOB BbIABAAETCS
OTCYTCTBME TUMNYHON ABYXPA3HOU
KpMBOW



CMHAPOM (BOJIE3Hb) BEPHAPA-CYJIBE (MAKPOLUWTAPHAA
TPOMBOUUNTOANCTPODUNA, CUHAPOM MTMIAHTCKNX
TPOMBOUWTOB)

B MembpaHe TpomboLMTa OTCYTCTBYET CneLmnduyecknm
rAMKonpoTeunH, B3aumogenctaytowmm ¢ PB-VIII, Y, GaX u
PUCTOLETUHOM, M NOBbILIAETCA COAEPXKAHNE CMANOBbLIX KUCOT,
CHMXKAETCA 3/IEKTPUYECKUM 3apsj,. DTO NPUBOAUT K HAPYLLUEHMIO
aAre3noHHbIX CBOMCTB TPOMHBOLNTOB.

HacneAyeTcs ayTOCOMHO-peLecCMBHO, XapakTepu3ayeTcs
YKOPOYEHUEM NPOAOIKNTENBHOCTU XMU3HN TPOMOOLLMTOB NpU
HOPMa/IbHOM NpoLecce nx NPoAYyLMPOBAHNA B KOCTHOM MO3re,
CNeACTBMEM Yero - pa3BUTMe yMepeHHoOW TpoMboumToneHum.

Ha/in4me B KPOBU MTMIraHTCKMX TPOMOOLMTOB, AO0CTUMAIOLLMX B
AnameTtpe 6-8 MKM (B HOpPME 2-4 MKM).




KnnHnueckas kaptuHa 6one3Hm BepHapa-Cynbe

® KPOBOTOYMBOCTb MNETEXMAJIBHOIO TUMQ,
TSXXEeCTb KOTOPOU BapbmpyeT B 60bLLMX
npegesiaXx — OT OTHOCUTE/IbHO JIEFKUX U
NATEHTHbIX POPM 4,0 TAXKENBIX N AaXKe
daTasibHbIX C/yYaes.

® Tsa)XeCTb KPOBOTOUYMBOCTM 3aBUCUT OT
COAEeP>XaHUS QHOMAIbHbIX TPOMOOLUTOB: YEM
BbILLIE X MPOLLEHT, TEM TAXeENee U
NOTEHLMA/IbHO ONacHee nNpoTeKaeT
reMopparnyeckum CUHAPOM.



[emoduanmn

® lemoduaunsa A — gedununt 8 pakTopa
® lemoduausa B — gedununt 9 pakTopa,
6onesHb Kpncrtmaca

® lemodpunma C— aedumumt 11 pakTopa (bakTop
Po3eHTansa), Hanbonee Taxenas, 6onetoT u
KEHLLWHbI U MY>XYMNHbI

® B ocHoBe —myTaumsa reHa B 0b6a. Q27-q28
X-xpoMocoMmsbl (30% - CNOHTaHHaA MyTaLms)



[femoduaus

® Om deda — K BHYKY

Cxema HacsaegoBaHud zemodusuu

Mams -
HOCUmMeADL 26HA

® Om mamepu-
HocumenbHUYbl:
* £0% doyepeu —
HocumenbHUYbl;

*50% cbiHoBeU — 60/1bHbI

® Omomuya, 601bH020 %
q / 3 l \ \

cemogpunueu:
* gce CbIHOBbA 300p0BbI

*8ce douepu - \ I
| | \I

HocumesnbHUUbI ) AL
3gopofeua 3gopoBaa  [ous Boasuol
-HOCUme Ab chit

CBiH go4b
cena




sassaNo VICTORIA QUEEN OF GREAT BRITAIN C.58S2
EMPRESS OF INDIA

1837—J UBILEE—1887.






OcobeHHOCTN KpoBOTEYEHUS NP
reMopuanm

1.

2
3.
4

Bo3HuKaeT He cpa3y nocsae TpaBMbl (nerkme Gopmol)
BbipaXXeHHOCTb KPOBOTEYEHUA Hea,ekBaTHa TpaBMe
[1pOAONXKNTENBHOCTD 4,0 HECKOIbKMX YACOB U AHEW

CrycTok obpasyeTcs, HO KpOBb MPOAO/IKAET TeYb
(NnpocaunBaeTcs)

KpoBoTeyeHMs B MbiLlLbl, CyCTaBbl, BO BHyTPEHHME
OpraHbl

KpoBoTeueHume M.6. N3 04HOIO 1 TOro Xe MecTa
(KpoBOTEYEeHME peunanBupyerT)









[femopuansa

® [luacHocmuka:

o Bpems cBepTbiBaHWA N0 JIn-YanTy pesko
yYBe/INYEeHO

e MoTpebnenme npoTpoMbUHA — CHUXKEHO
o TpombonniacTMHoBOE BpeEMS — YBE/IMYEHO

o YpoBeHb 8 (Mn 9) pakTopa NOHUXEH



[eMopunma- TaxecTb
® CreneHb gedpununta Yl (IX) pakTopa

e 0—1% - KpaunHe Taxenasa popma

o 1-—2 % Taxenan popma (70% r.A n 5o% r.B)

o 2-—5% cpegHeTsenan popma (15% r.A; 30% r.B)
o Bbonee 5% - nerkas popma (15% r.A; 20% r.B)

o AkTMBHOCTb pakTopoB Yl n IX—B egmnHMLaX HA 1 M NAa3Mbl.
1 e/./Mn cooTBeTcTBYET 100% pakTOpa B 1 M HOPMAIbHOM
N1a3Mbl.

o AKTMBHOCTb HOPpMAAbLHOU NAA3MbI -0,5— 1,5 eJ,.[M/
o (50 —100%)




JleyeHne remoPpuammn — obme NPUHLMNbLI

® MakcMManbHO paHHee Ha3HaYeHne 3amMecTUTEeIbHOM
Tepanuu

® [lpn BbibOpe npenapama yunTbiBaeTCS:

® XapakTep, NHTEHCUBHOCTb U NPOAO/IKNTENBbHOCTD
KpOBOTeYeHUs

o KoHueHTpauumsa ¢. VI (IX) B npenapare

o Buonornuyecknm nepmog nonyxunstHm ¢. vlll B npenapata
(7-18 wacos)

o Heobxoanmas yactoTa BBegeHus ¢. Vi
(2-3 pa3a/ cyTkn)

o MakcnManbHO AOCTUXUMBIM YpoBeHb ¢. VIII npu
MaKCMMaJ/IbHOM CYTOUYHOMU f03€e




[penapaTbl Npy reMmoduanm

® (CBexceKkoHCepsuUpOBaAHHAA KPOBb — MUHUMAJIbHbIN
3¢ dekT; ¢. VIl HecTabuneH. Mcnonbsyetcs a9
BoccTaHoBaeHUs OLK.

® (Csewe3amopomeHHas NAA3Ma — ANA IeYEHURA 1erkKnx
kpoBoTeueHuu (T §. VIl go 15-20% OT HOpMbI)

® Kpuonpeyunumam = medsneHHO ommasasuas CMecCb
CBEME3aMOpPOIEHHOU NAA3MbI 0M MHO2UX (00 2000)
JdOHOpPOB — KOHLLEeHTPUPOBaHHbIM npenapat ¢. Vlli;
moxeT T @. VIl 0 100%

® OyuweHHbIU koHUeHmpam ¢. VIl — meToabl FeHHOM
NHXEeHepun.



[lpenapatbl A8 neyeHmsa remoPpuanm




[penapaTbl npu remoduanmn A, B n 6onesHu
Buanebpangaa

® [emame [1—koHueHTpaT dpakTopos vill nvlll:¢ B;
ncnosb3syetca npu LA

® Qakmop IXM—npn.B ansg npodunakTnkm n neveHus
HebOoNbLIMX CMOHTAHHBIX KPOBOTEUEHWNM

® JluogunuszuposaHHbIl KOHYeHmMpam gakmopos
npompombuHosozo komnaekca (PPSB) — npenapat ¢o.
ILvll,xl,x; ansa neyeHnal.AunB

® KoHyeHmpam HamusHoU NAA3Mbl — COAEPXKUT . IX 1
BUTaMMH K - 3aBUCKMble PaKTOPbl CBEPTLIBAHWUSA KPOBM

® Acemogpun B - P. IX+ d.X
® /JlecmonpeccuH - 1T akTMBHOCTb ¢. Vil




[lpenapaTbl MECTHOIrO reMOCTATUYECKOrO
encTBUS

Bepunaacm XC - 4 dnakoHa (pubpuHoren, Xl ¢.,
anpoTuH (MHrMbuTop NpoTeas); TPOMOUH; KaabLmS
XJ10pUA)

Bepunaacm XC 0,5mMn/3 MA — KOMBMHMPOBAHHbIM
GNBPUHO - TPOMBMHOBBIN Knew

Taxokomb — nnacTUHbI (KoNareH +TpoMOUH + anpoTuH)
[enacnoH — rybka, copepikallas xenaTuH
[enbgoym —Habop rybok pasHbix pa3MepoB

Cney. neHma neukonaacmsbipsi, NPONUMAHHASA
epakpusnom — 2eMoCcmamuKkoM.



[TpodurnakTnKa KpOBOTEUYEHNMN Y BONbHbBIX
remMmopuanemn

CBoeBpemMeHHas 3aMecTUTe/IbHasa Tepanus
[lpegynpexaeHne TpaBMaTu3Ma
BBeseHMe nekapCcTs per os 1Uau B/B

Ncknountb B/M MHbeKLUM (N/K UHbEKLUN 40NYCTUMDbI
obbemMom A0 2 MA)

BeeaeHue y-rnobyavHa nog 3awmMTon aHTUreMoPUuIbHOro
rnobyamnHa

NcknioumTb aueTnicasimumnaoByo KUCAOTY (3aMEHUTb Ha
napaweramoa —naHago).

CaHauwna 3yboB, ykpensieHne geceH.




AAncnaHcepHoe HabatogeHne BONbHbIX
remMmopuanemn

® Ocmompesl cneyuanucmos: neamnaTp, CTOMaTo/ior,
rematosor, JIOP- Bpau —1 pa3 B 3 mec. OpToneg — npu
reMapTpo3ax 1 aHKMU103ax.

® Jlabopamopus: aHANN3 KPOBU KIMHUYECKNUN + BPEMS
CBEPTbIBAHMSA — 1 pa3/3 Mec.; KoaryaorpaMmma —

2 pasa/roA, aHaaAu3 Mo4m —1 pas B 3 Mec., Rg cyctaBoB —
MO NOKA3aHUAM.

® Peabunumayus: ocBOOOXAEHME OT yPOKOB
dunskyneTypsl; JIOK — obasartensHo! OcBoboxaeHme ot

npodunakTnyeckmnx npmemeok. C yyeta He CHUMaTBb!

Opmonedu4eckas NomMouwb.



bonesHb BunnebpaHga

® AymocomHo Hacaedyembil depuyum
usu AHOMaNbHASA CMpPyKmypa
CuHmMe3upyemoz0 8 SHoomeauu cocydos
MAKPOMOAEKYASAPHO20 KOMNOHeHMa
¢pakmopa 8

® Camoe pacnpocmpaHeHHoe cpedu
HacniedcmseHHbIX 2emoppazuydecKux
3abonesaHul (do 1% 8 nonyaayuu)

Q=0



Hopma femochunua A bonesHs Bunnebpaxna

X-xpomocoma 12-A xpomocoma X-xpomocoma 12-a xpomocoma X-xpomocoma 12-A xpomocoma
FoH reH reH ) MyTauus
(hakTopa (hakTopa WLy thakTopa reHa VWF
VIII vWF VIII |
(Xq28) v (Xq28)
CuHTes +V“' y ) Cuntes . Y - VIl Y +;
B nevenn . VWF—— B 3Hnotenuu O E '\ -

\ » ¥ VWF \

é E BbICTpas ferpanauis

Komnnekc o.VII-vWF Tonbko VWF VIl 8 otcyTcTaum vWF




BonesHb Bunnebparnaa

® @.B. Heobxodum:

® [lna aaresmm n arperaumm TpomoboLmnToB U

® [lnsa noaaepXxaHus aHTUreMoPUAbHOIro rnobyamHa
® Jeduyum ¢p.B. — K HapyLIEHUIO

cocyducmo-mpomboyumapHo20 U NAA3MeHHO20
38eHa zemocmasa

® bonesHb BunnebpaHda HanoMMHaeT
OAHOBpPEMEHHO TpomMbouuTonaTmio N reMopuUanto




Bonesnb BunnebpaHga

® 3 OCHOBHbIe TUNa:
® | KonnyecTBa naasmeHHoro ¢.B. —Hamnbonee yacToin

® KauecTBeHHbIM gedeKT CTPOEeHUS MONEKY/Ibl
dakTopa BunnebpaHaa npn HOpMaAbHOM UK
cybHOpMa/IbHOM ero cogep>XaHuu B NJsia3me

® [hybokum pedmnumt @.B. — HET HM B N1a3Me, HM B
TpombounTtax. Hanbonee Taxenoint Tmn!




bonesHb BunnebpaHga- kanHukKa

® Hauyano—oT1roaa A0 5 €T B BUAE NOAKOXHbIX FeMopparmm
M KPOBOTEYEHUM U3 HOCA U PTa (TPaBMbl, XMpypruyeckme
BMeLIaTe/IbCTBa; CAaMOMNpPOmn3BObHO Ha ¢oHe OPBI)

® Y peBywek Menses - om Hedenu do mecaya
® CemeUHbIU aHaMHe3

® Hocosblie kposomeyeHus npeobsaadarom Ha0 KOMHbLIM
CuUHOdpomom

® 1 daumenbHocmu kposomeyeHusa npu N spemeHu
cBepMbIBAHUSA KpOBU; HapyuwleHue gyHkyut mpomboyumos
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