Koarynonatim




Koarynonartum — 310 rpynna 3aboneBaHun,
CBA3aHHbLIX C HApyLUeHNEeM CBepPTbIBaAOLLEN
CUCTEMBI KpOoBW. [1pn 3TOM nopakeHbl MOryT
ObITb pa3Hble 3BEHbA JAHHON CUCTEMBI:
TPOMOOUNTLI, PNOPUH, CbIBOPOTOYHbIE
doaKkTopbl CBEPTLIBAHUA.



Koarynonatunmn bbiBaltoT:

HacnencrteeHHble - obycnosneHHbl gedouymtom VIl

n X daktopos B 95 % cny4vaes. Jedbnuyumt
dakTopos VI, X, V, Xl coctasnsiet go 1,5 %; apyrmx
daktopos (XIl, I, I, XllIl) egnHmnyHble criyyaw.

[TpnobpeTeHHaa koarynonaTust - ABMASAOTCS
OCNOXXHEHUEM KaKoro-nmbo 3aboneBaHus.



HacnencrtBeHHble Koarynonatum

* OcHoBHbIE: [emModunua A — HegoCTaToK aHTUreMOoUITbHOIo
rmobynuHa.
[emodpununsa B — bonesHb Kpnctmaca
[emopunua C — 6ornesHb Po3eHTans
bonesHb BunnebpaHaa

* OcTanbHble Koarynonatum (bonesHb XaremaHa,
naparemMmodununsa, ANcnpoTpoMonHamMmns, adpndpruHoreHeMms,
ancpmnbpumnHoreHemMus, apmbprHazemMmmns) BCTpevatoTCs OYEHb
peako.



[emopmnma — ato cuensieHHoe
C X-XpOMOCOMOW BPOXOEHHOE
HapyLleHne CBepTLIBAEMOCTH
KpPOBW, Bbl3BaHHOE
HEeQOCTaTOYHOCTbLH UMK
OTCYTCTBMEM (paKTopa
cBepTbiBaHUA Kposu VI
(remodpunua A), dpaktopa IX
(remodounua B) nnun dpaktopa
X| (remodounua C)




[laToreHes [ emopunun

 ledonunt pakTopos
CBepTbIBaAOLLIEN CUCTEMBI
KpOBU NPUBOOUT K
YBENMUYEHUIO BPEMEHMU
CBEPTbIBAHUSA KPOBU U
PA3BUTUIO reMopparn4yeckoro
CUHOpoMa.




X-CUuenneHHoe peLeccMBHOE Hacnea0BaHue X-CLuenneHHoe peLeccMBHOE Hacnea0BaHMe
Orew;: 3a0p0B Oreu: 6onex
MaTtb: HOCUTEND Martb: 3a0poBa

HacnenoBaHue —
XcuenneHHoe

[TPUYMHBI — TOYEYHbIE
MyTauumn, geneunmn yacteu
reHa, mytayuu,
HapyLlalLine perynauuio
aKTUBHOCTW reHa.




Knaccudomkaums remodpunnm no CTeneHn TAXeCcTu

Taxenas *
*60-70% BCcex AnarHOCTUpyeMbIX
clly4yaeB remounmn

CpenHsg

<1%

>5 -<40%

CnOHTaHHbIE KPOBOTEYEHUS
rMmaBHbIM 0Opa30oM B OpraHbl U
TKaHu

B0O3MOXXHbI CMIOHTaHHbIE
KpoBoTedeHusi. CurnbHoe
KpOBOTEYEHME NMPUn TpaBMe n
XUPYPruyeckomMm BMeLLaTEeNbCTBE

CurnbHOE KpOBOTEYEHME MPU
cepbes3Hon TpaBMe Unm
XUPYprnyeckom BMeLLaTenbCTBe




HacnencrtBeHHble Koarynonatum
[emopunua A n B
KnnHuka

Kedpanoremartoma
KpOBOU3NUAHUS B AroaunLbl NPy Ta3oBOM MpeanexaHum
KpoBoTe4yeHne U3 NynovyHOro ocraTtka
KpoBOTEYEHME NPU NPOope3bIBaHNN 3yDOB
‘emMaTOMbl B MeCTax yLLMOOB U BHYTPUMbILLIEYHbBIX UHBEKLINMA
‘emMaTypus
Kenyago4yHo-KnieYvHble KpoBOTEHEHUSA
KpoBOU3NUAHNSA B MblLLLbI U CyCTaBbl
KpoBOU3NNAHUSA B rOJTIOBHOU MO3r




)

:

kK

FemaToma y lemaToma y pebeHKa
HOBOPOXAEHHOro nocne BbINOSIHeHUA

pebeHka NHbeKLn

{aj MyShared







HacnegctBeHHbIe KoarynonaTtum
[emodpmnma An B
Knaccmndukaums KpoBOTEYEHNN MO TAXKECTH

CycTtaBbl (remapTpo3) LIHC
MbiLwiubl, MATKMEe TKaHU JKKT

CnusucTtblie potoBou nosnoctn, [opno, wes
HOCa, MoYeBbIAENUTENbHOU
CUCTEMBI




HacnegctBeHHbIe KoarynonaTtum
[emopunmua Au B
[lnarHocTuka

1 CeMenHbIn aHaMHe3

2 KOXXHbIW remopparnyecknm cCUHOpPoOMm

3 JlabopaTopHas AnarHocTumka.

Koarynonornyeckoe obcrnegoBaHme NpoBogNTCA 3TAMHO:

[MepBbIn aTan. Koarynonornyeckn CKPMHUHE Npu Nogo3peHNn Ha
remo%parmqecme COCTOSAHUS: a. aKTMBvuIQOBaHHoe napLg/laanoe (4acTuyHoe)
TpomMmbonnacTuHoOBOE @IpeMﬂ (AYTB, AI'TB) b. npotpombunHoBoe Bpemd (1B) 6 c.
TpombuHoBoe Bpems (TB) d. konnyectBo pmnbprHoreHa (no I(naycy; e. Bpems
KpOBOTEYEHUA CTaH4APTM30BaHHLIM METOA0OM (Hanpumep, no Aneu) nunu
MHCTPYMEHTanbHas oLueHKa pyHKLMM TpoMboUMTOB

BTopowu atan. BeinonHseTcs npu nsonuposaHHom yanuHeHnn A4TB, nubo
MNPWY OTCYTCTBUN N3MEHEHUSA B CKPUHUHIE N HANUYUU KITUHUYECKUX NPU3HAKOoB
nerkon popmMbl reMounn. a. TECT Koppekunnmn (koppekumna A4TB npu
CMeLlMBaHMN Nfia3Mbl NAaUMeHTa ¢ HopMaribHOM nria3smon) b. akTuBHOCTb do.VIII c.
aKTUBHOCTbL (.1X d. pycToueTuH KOCPaKTOpHaFI aKTUBHOCTb (aKTUBHOCTb (pakTopa
BunnebpaHga) e. akTUBHOCTb 0. XI f. akTUBHOCTL . XI|

Tpetnn atan. BeINOMHAETCA NPpU BbIABIIEHHOM CHMXKEHUU akTUBHOCTU GO VIII
nnn .IX. a. onpegeneHme cneununyeckoro MHMoMTopa K CHUXeHHOMY
CHWXXEHHbIM) baKTopy (am). b. ornpeaeneHne Hecneynpuyeckoro MHrubuTopa
BOJSTYHAHOYHOIO aHTUKOArysidHTa) BbINOMNHAETCA MPY CHUXEHUUN aKTUBHOCTU
HECKOJSTbKNX paKTOPOB CBEPTbIBAHUS KPOBU, YANTMHEHUN NUNNA- 3aBUCUMbIX
TecTtoB (A4 TB c YyyBCTBMUTENLHBLIMW peakTUBaMMU)




HacnegctBeHHbIe KoarynonaTtum
[emodpmunmna Au B
INleyeHue

1 HabntogeHwe rpynnow crneunanmucToB pasnnyHoro npoduns -
remarosiora, negmartpa, optonena, CtromaTosiora,
dounsnoTtepanenTa, Bpaya JIOK, ncuxonora, MMeOLLNX ONbIT
pPaboThbl C OONbHLIMU rEMOUINUEN

2 YacToTa ocMoTpa nauneHToB reMaTonoromM, opToneaom u
CTOMAaTONOrom JomkHa ObITb He MeHee 2 pa3 B roa. OctanbHbIMM
crneyuanmctamm — He MmeHee 1 pasa B rof.

OcHoBHag 3agada KoMaHabl CreymanmncTtoB — COXpaHeHmne
don3n4ecKoro n NCNXMYeCKoro 340poBbs OOMNbHbIX
reMoUImnen.



HacnegctBeHHbIe KoarynonaTtum
[emodpmunmna Au B
INleyeHue

3amMecTuTenbHaga Tepanus

- OYynEeHHbIMIK
BUPYCUHAKTUBMPOBAHHbLIMU
KOHLUEHTpaTaMndakTopoB
CBepTbIBaHUA KPOBU

- NpegnoytuTenbHOEe NCnofb30BaHUE Ha
NOCTOAHHOU OCHOBE OHOIO W1 TOIO Xe
npenapara, ¢ ny4dlen nepeHoOCUMOCTLIO
AN KOHKTHOro nauneHTa
(NpoddUNaKTUKa MHIMOUTOPHOM
remodununm)

- JlomaluHee ne4veHue



HacnegctBeHHbIe KoarynonaTtum
[emodounmna A n B
IleyeHne

W8 |




HacnegctBeHHbIe KoarynonaTtum
[emodunua C - bonesHb PoseHTans

Hacnenyetca: ayTOCOMHO-OAOMWUHAHTHO, OONET N MYXXYUHbI U
XEHLMHbI

[laToreHes: HapyLleHMe B NepBoun dpa3e CBEPTbIBAHUSA KPOBU U
oedoununt Xl dpaktopa

XapaKktepusyeTca: Nerkum tedeHmem ¢ npusHakamMmm noBbILLIEHHOW
KPOBOTOYMBOCTU NOCIIe TpaBM, XUPYpPrudeckux BMeLlaTeNbLCTB

KrnnHuKa: cnoHTaHHbIE KpoBOTE€4HEHUNA BO3HUKAKOT peaKko

remMapTpo30B, KPOBOU3NMUSHUA B MO3r, BHYTPEHHNE
opraHbl He ObIBaEeT

0ObIYHO HOCOBbIE KPOBOTEYEHUS



HacnegctBeHHbIe KoarynonaTtum
bonesHb BunnebpaHaa

OTO HacnegcTBeHHoe 3aborieBaHne , XapaKkTepuaytoLleecd
BO3HWUKHOBEHWUEM 3NN30ANYECKUX , KOTOpble
CXOXXW C KPpOBOTEYEHUAMU NpU

[IpnymHa KpoBOTEYEHUN — HApYLUEHUEe KPOBU U3-
3a HeJoCTaTO4YHOW aKTUBHOCTM , KOTOpPbIU
y4acTBYET B Ha n 3awmulaet VI
doaKkTop OT . [pn pedomnuymnte Gaktopa BunnebpaHga Vil
doakTop noaBepraeTcsd NpoTeonmay, U ero cogepkaHue
B CHmxaeTcs. Kpome Toro npu bonesHn Bunnebpanga
CHWXaeTCcHa coaepkaHue N pa3BUBAETCH
nartonornyeckag COCYOOB U NOBLILLEHNE UX
NPOHNLIAEMOCTMW.

[Tpn 6bone3nn BunnebpaHaa HabnogatTca camMble ANMMHHbIE
KPOBOTEYEHUS, T.K. Y OONbHbIX HAPYLLUEHbI



HacnegctBeHHbIe KoarynonaTtum
bonesHb BunnebpaHaa

KnnHumka

KpoBoTeyeHue npu
npopesbiBaHK 3y00B

[emaToMbl B MecTax yLUnMOoB U
BHYTPUMbILLEYHbIX MHBbEKLINN

[emaTypus

Kenyaoo4yHo-KkueyHoble
KpOBOTEYEHUS

KpoBOM3NNAHNSA B MblLLLbI U
CyCTaBbl

KpoBOU3NNAHUA B rOSIOBHOM MO3T




HacnencTBeHHbIe KoarynonaTtum
bone3Hb BunnebpaHaa
INleyeHue

BblaensatoT ABa OCHOBHbIX cnocoba:

1 npenaparsl C BbICOKUM coaepkaHnem paktopa
Bunnebpanaa nnun npenapatbl paktopa VI, B nerkmux cnydasax
MOXET ObITb JOCTaTO4YHO OHOIO BBEAEHUS, NPU TAXKENbIX
TpaBMax 1 onepaunax npenapartbl BBOAAT ABaXAbl B CYTKU 2-3
OHA.

2 NOAXO0A K NEYEHUI0 NPUMEHUM Ans nerkux popm. MNauneHtam
Ha3Ha4YaeTCcsa JeCMOMPECCUH.



K coxaneHuo, 60Me3Hb He
nobexaeHa un cerofHsA.
JleyeHne remopuIMmM Ha
CerogHALWHNIA AeHb AOCTYINHO
B OCHOBHOM 60/1bHbIM
reMouInen, XnByLmx B
Pa3BUTbIX CTPpaHaxX.

Ha Tepputopun
Poccurickon degepanmm
npoXxunBaeT okos1o 15 000
60/1bHbIX remMocbunnen,
N3 HNX OETUN COCTaB/IAT

oKoJs10 6 000 yesnoBek.




bone3Hb Llapckon Kposwu

* 30 non4 (12 aBrycra H.c.) 1904 roga B ceMbe POCCUMNCKOTO A
nmnepatopa Hvikonas Il n Anncel 'ecceHckon (AnekcaHapsbl -
®enopoBHbI) poaunca AoNnroXaaHHbIn (nocne 4-x go4vepen)
HacnegHuk — uecapesuny Anekcen. HUKOMy He U3BECTHO,
CKONbKO YacoB NnpoBesia LapcTBeHHasa YeTa, BbiManmeagd
OONroXOaHHOro CbiHa, HO padoCTh Obina Benukasa — Tpucta
apTUNNEePUNCKNX 3annoB BCTPETUNN LlecapeBnya (a
«NpoBOAMIIN»Y BUHTOBOYHbIE U PEBOSIbBEPHbIE!).

* [lepBbIN «3BOHOK» MPO3BYyYan cpasy nocrne poXxaeHus —
KPOBb M3 NYNOBUHbLI HE CBepTbiBanach AosibLie 00bI4HOro (B
TeyeHune Tpex gHen!), HO NOTOM BCe Kak byaTo
HOopManua3oBanocs... LlecapeBu4 Ha4yan nonaartb, cTarn
BCTaBaTb U, eCTECTBEHHO, Nagan. Ho B otnuyme ot
OObIYHbIX AeTen 3TN DaHanbHble 3NM30A4bl CTanu
npeBpallaTbCs B Nnpobnemy, ywmbsbl: « B TeueHune |
HECKOJIbKMX 4YacCoB...yBENMYKBANNCL B pasmMmepax, OIS
npeBpaLllasicb B cMHeBaTble onyxonn. KpoBb Noa KOXHbIM SEi da
NOKPOBOM He CBepTbIBanace.

« B Bo3pacTte Tpex ¢ NnonoBMHOW NneT Arnekceun yaapwuncs < o g
nnyom (HecuribHo!), HO obpa3oBaBLLAasACs remaTomMa ! £
3aKkpblina oba rna3a. bonesHb LecapeBuya cumMTanach . V& g
rocyoapCcTBeHHOM TalHOW, HO TOSTKN O HEN, TEM HE MEHEE, )

ObINN LLMPOKO pacnpoOCTPaHEHHDI.




bone3Hb Llapckon KpoBwu

* Jleunnu uecapesunya n3BecTHenLINE
poccunckmne Bpavn: npodeccopa C.I1.
®enopos, E.C.BOTKMH, K.A.Paﬁ/xcbyc,
OOKTOopa B.I'I.,El,epeBeHKo n W.I'.KoposuH.

* YUTO Morna pebeHKy npegnoxuTb
TorgalwHaa megmumHa? PekomeHgoBanu
NOOHATb KOHEYHOCTb, U3 KOTOPOW
BO3HMKaIo KpOBOTEYEHME, AaBdLLas
NoBs3Ka C XXenaTUHOW, XIyT nnu nurarypa
Ha npuBoasLLyto apteputo. NoakoXHble
BMNPbICKMBaHUA 2% pacTBopa XKeraTuHbl,
BHYTPb Nnpenapartbl CNOPbIHbY, XKESe3a,
HaaMNoO4Ye4YHUKOB, BNMBAHMNE B BEHbI
CTEPUNBHOIO PU3NONOrM4YECKOro
pactBopa. [1oKkoun cycTaBoB, runcosas
noBsi3ka, OMHTOBaHWE, Maccax, akTUBHbIE
M naccuBHble ABuxXeHud. Y.Ocnep
pekomeHaoBarn BBe4eHNe CBeXeu
CbIBOPOTKU KPOBU NN LIUTPATHOW KPOBU
no 20-30 mn (VIII gpakTop coaepXnTCS
MMEHHO B CBEXEW KPOBU, XOTHA U B ManbIX
KoJin4ecTBax).
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anpens

BcemupHbiii deHb

2emogunuuy




