[emMmopparnyeckue guartesbl -
rpynna 3aborneBaHunu,
OCHOBHbIM CUHOPOMOM KOTOPbIX
€CTb MOBbILLEHHAsA CKIMTOHHOCTb K
KPOBOTEYEHUAM U KPOBOUS3IIN-
AHNAM (MOBbLILLIEHHAA KPOBO-
TOYNBOCTD)
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Knaccudgukauusa remopparumyeckux
nuaTtesoB
|. Koarynonatuum - HapyLLUeHUE CBEPTLIBAHUA U
ndpuHonusa (remopunus)
Il. TpoMOoOLUTONEHUU U TPOMOOLIUTONATUM -
HapyLleHUA B TPOMOOLIMTApPHOM 3BEHE,
KONTMYECTBEHDbIE U KaYECTBUHbIE USMEHEHNSA
TPOMOOLIUTOB (TPOMOOLIMTONEHUTUYECKAA Nypnypa)
lll. BasonaTtuu - HapyLleHUA B COCYANCTOM 3BEHE Ha
YPOBHE MUKPOLIMPKYNATOPHOIO pycna
(remopparMyeckmum Backyrur)
V. KOMOUHUpOBaHHbIe HapyLleHUsa C
OAHOBPEMEHHLIM NOPaXXeHUEM HECKOJTbKUX 3BEHBLEB
remocTasa (koarynaumoHHON, TPOMOOLIUTapHOWN,
cocyancTon) - bonesHb BunnebpaHaa.



TPOMBOLIMTOINEHUYECKAHA
[MYPITYPA (6-3Hb BEPJIbI'O®A)
- reMmopparnyeckoe 3aborieBaHue,
00OyCrioBfieHHOE YMEHbLUEHNEM
KornmyecTtBa TPOMOOLIMTOB (MEHbLLE
150 TbIC.), YTO BO3HUKAET B
pe3yrbrarte YCUIIEHHOIo UX paspy-
LLIEHNS, Ype3MEpPHOro ynoTpedbreHns

NN HegoCcTaTo4YHOro obpasoBaHUS
[T MySharec
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2.[py 3aboneBaHngx NeYeHn, CUCTEMHbIX
daboneBaHusx, Cl1Ae, cencuce.
3.3aborieBaHns KpOBU (ansactuyeckme =
aHemMuun, meranoodnacTtnyeckme,
.. TEMOBIIACTO3bI).

VAV UMMYHHBIE)
5.HacnegcTBeHHbIE.
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Knaccnpukaumnsa nagmonatnyeckon
TpOMbBOLIMTONEHMUYECKOW NMypnypbl

yeHue:
« Octpoe
=« XpoHuyeckoe (bonee 6 mecsaueB)
« C pegkumun peumgmneamm
« C yacTeiMu peumgmneamm
« HenpepbiBHO-peuunansupyoLee
. NMepuoa 3aboneBaHuns:
« O6ocTpeHue (kpu3)
« KnnHuyeckasa peMmuccus
« KnuHuko-rematonornyeckas peMumccus
u ®opmMa:
« Jlerkas («cyxas») — XapaKTepusyeTcsi OTCYTCTBMEM KPOBOTEYEHWUI (TONMBKO CbiMb)
« CpegHeTtskenas («Bna)Has»); konuyectso Tpombéountos — 50-100 ThIC./N.

= TAXENnas — XapakTepusyeTca ANUTENbHbIMU N OBUNBHBIMU KPOBOTEYEHUAMN;
Konu4yecTeo TpomboumTos meHee 30 TbIC./n.

= Mpumep bopMyNnUpoBKM AMArHo3a: NAMOMNATUYECKAS TPOMBOLIUTONEHMYECKaS
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KrnuHuka:
OCoOeHHOCTb KPOBOUBIUAHUN: 1) aCCUMETPUYHOCTb
2) NOANMOPMHOCTb - pasHad BENNYNHA SKXMMO3O0B,
NeTexmmn
3) NOSINXPOMHOCTb - Pa3HbIN LIBET OT KPACHO-CUHErO
0 3eJIEHO-XKENTOro
4) CNOHTAHHOCTb BO3HMKHOBEHNS, OCODEHHO HOYbLHO




RJIMHUYECKAs KAPTHHA

I“eMoppamquKI/n‘ri"éﬁﬁnde 10 NeTeXHAILHO-HATHHCTOMY
_THIy (KO)KHLIG KpOBonsmmm (rypirypa), HocOBLIe
Y K€Y ,uorn{o KUITICUHBIE KpOBOTC‘ICHI/UI ay >1<c,1
Kpome; TOr0, — MEHOpparum)
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KO)I(HLIL KPOBOM3JIHAHUS (I'I} pIIy pa) OOBI‘!HO BO'SI{I/[KO.IOT oe3 BU/IUMBIX BHCIITHHA
HpI/I‘II’IH WA TT0CJIE HC3HAYUTCIIBHBIX Y IIII/IGOB KpOBOI/ISHI/ISIHI/ISI UMEIOT BUJI IICTEXUI
DKXMMO30B U Yallle BO3HUKAIOT HA KOHC‘H{OCIH.\. TrrmraHb KPOBOM3IIVSIHMA B MCCTaA

UHBHEKI U,

IIpy OoNBIIOM KOJIIMYECTBE DKXMMO30B KOKa [IPUOOpETaeT
XapakTepHbI BHEIHUN BU (“IIKypa Jeonapiaa’).

HCpCﬂKO Ha6JIIOD;aIOTCSI KPOBOTOYHUBOCTE JICCCH, KPOBOTCHUCHM

IIPU SKCTPAKIUU 3y OOB, KOTOPBIE HAUMHAIOTCS CPA3Y sKe MocIe

BMeHIaTe/IbCTBa, MOI'VT IIPOJOJIKATHCA HCCKOJIBKO YaCOB HMIIM JIAaKC JTHEH. Ilocn
OCTAHOBKH, B OTIIMYHUC OT I‘GMO(I)I/UII/H/I, KpPOBOTCUCHHMs HC PCITUIUBHUDPYIOT.




KanuisipHbId THIL

XapakKTepu3yeTcs IeTexHarabHbIMHU
BBICBITAHUSIMHU, CHAHAKAMH U
3KXMMO3aMH Ha KOKHBIX IOKPOBaxX U
CJIM3UCThIX 0DoToYKax. JacTto
COYETaeTCs C IMOBbIIIEHH OH
KPOBOTOYHBOCTBIO CITU3UCThIX
Ob6oroyek (HoCOBblE KPOBOTEUEHH S,
MEHOppParuu).

Bo3aMoxXKHO pa3BUuTHE TAXKEBIX KDOBOUITUAHUKN B TOJIOBHOW MO3T.

IDTOT THI KPOBOTOYHBOCTH XapaKTEPEH [JIS TPOMOOIUTONEHUH U
TpoMbouuTonaTui, 6onesuu poH BuasebpaHoa, HegocTaTOYHOCTH (aKTOPOB
nporpoMmbuHoBoro komiiekca (VII, X, V u II), HeKoToOpbIX BApHaHTOB TUII0O- U
ouchuOpuHOreHeEMHH, YMEPEHHOH NMEepPEeno3u POBKH aHTHKOAryasgHToB. [Ipu
HacJIe[ACTBEHHbIX TPOMOOIY TOIIaTH IX OOBIYHO OTMEY a0 T CUHSAYKOBBIM THUII
KPOBOTOYHBOCTH, NETEXH aJ/IbHAS ChIllb HE XapaKTEepHa.
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JNTABOPATOPHAA ANATHOCTUKA UTTI

- TpomMo6ouyuToneHus (<150 x 10s/n, yacto < 30 x 10s/n);
- yBeJ/inyeHue BpeMeHMU

KpoBoTeueHusi no Airoke

(> 4 MUH)
- CHWXeHue peTpakuuu

KpOBAHOIO Ccrycrtka (< 75%)

TaKKe oTmeyaercs:
- aHeMUs Npyu BbIpaXeHHON KposonoTtef N
- NOBbIlWEeHNe MerakapmoLuToB B KOCTHOM MO3re;

- UMMYHOrpaMMa — HaJin"ine ryMmopaJibHbIX
aHTUT pom6ou,mapu bIX aHTUTes

- 3HAOoTeNNna/IbHbIe NPoo6bI (WUNKa, XXryTa) - + npu Kpuse




NanonaTtmnuyeckasn
TpomMmooLUuToneH4YecKasa nypnypa.
lnarHocTuKa.

| AHanus KpoBM — TPOMGOLUTONEHUS,
n3meHeHue Mmopcosiornm TPOMGOLIUNTOB.

| KoCTHBbI MO3r - yBenMueHne KonmyecTea
MerakapuoLuToB, UX IOHbIX hopM,
OTCYTCTBUE OTLUHYPOBKN TPOMGOLIUTOB.

I iccnepgoBaHue remMocTtasa — ya/imnHeHue
BpeMeHUN KpoBOoTedeHWUs.




And. AnarHos:

[eMopparmyecknn BackyamT
BTOpUYHbIe
(CcMMNTOMAaTMYeckume)

TpoMboUUTOMEeHN.
Jlenko3bl, Annlactnyeckas
aHeMnd, AHeMnNa PaHKOHW

BUPYCHbIMY NMHPEKLNAMU



HESEHIAE:
KoHcepBaTuBHbIN ~ OMepaTUBHLIN

Tepanus «OTYaAAHNA»(
LLUTOCTATUKW)

[ ocnnTann3aung BCeX C
remopparmyeckmm CMHAPOMOM.

[ MnoannepreHHasa gumeta,
[lpy  KMWeUHbIX KpOBOTeYeHUAX-
cton 1.

JDTNOTPOMHOE: npw Haanuny
MANDKEeDOR ROOVAMTENS



[lpegHN30/I0HY  BHYTpb  3-4
HeJenmn;B TaXenblX cayyaax 4o
4-8 Mr/kr/cyT -B/B
lgG(oKTaram,neHTari106vH,
CaHAOrNobyNnH) 0,4 r/Kr
exegHeBHO 5 AgHeWn -npenapaThl
MO (MHTPOH A, NenknHpepoH)
ME 3 p/Hep n/k,B/M 4 n 6onee
Heaenu



JleueHne: CnneHsaKkTOMUA- obecrneymBaeT
npoasieHne Xn3HM TPOMbOOUUTOB, 3a CYeT
YCTPaHEeHWS opraHa AB/IAOLLLEr OCH
MeCTOM- paspyLleHnd TPOMOOUWUTOB W
BblPabOoTKW ATA. LinTocTaTmkin
(BUHKPWUCTWNH,a3aTUONPUH,LINKI0 GOCPaH,
nMMypaH) + Manble go3bl [K 2-5 mMec, npu
HeyCcneLlHOW CN/IeH3KTOMUN Y 60/IbHbIX C
ayTOVIMMYHHbIMW GOpMaMMn.



KynmnpoBaHue reMmopparmyeckoro CUHApOMa:
AHrnonpoTekTopsbl: -AnUnHOH-1,0-2,0 mn 2-4 p/a B/M,
B/BUAn no 0,51 4-6 p/4 BHYTPb -aApPOKCOH-1-2 M 2-4
p/a B/M,N/K WHrméeutopbl ¢ubpmHonmsa: -5% p-p
aMUHokanpoHoBoW Kkwucnotel 0,2 r/Kr/cyT BHYTb,B/B
3-4 p/p -napaaMMMHOBEH30MHasa KucaoTa Mr B/B,
BHYTpPb 2-3 p/A4

AncnaHceprsayma: CaHauma XpPOHUYeCKMX ouYaros
MHoekunn OcBoboXaeHMEe OT 3aHATUN GU3KYNbTYPOU
OcBoboxgeHrie OT NPOPUNAKTNYECKNX TMPUBUBOK.
OrpaHunyeHune  MHCONALWMW,TEMNIOBLIX  Mpoueayp.
[lepes onepaTuUBHLIM JleYeHeM- npeaBapuTesibHasa
NOAroToBKa C NpPUMEHeHMeM remMocTaTnyeckmx
npenapatoB. Kypcbl remoctatnyeckon tepanun 2-3

p/roa



JIEHEHWE UTTI

7. Mpenapatbl MOHOK/TOHa/IbHbLIX aHTUTEs —
PUTYKCUMab (MabTepa). lNpu oTcyTCTBUN
athchekra oT BBUI n N'KC. NHruoupyer
ob6pa3oBaHue ATAT. [lo3a 375 mr/imz Ha Kypc 4
NHBEKUMN ( 1 pa3 B Heaesto).

8. LIutToctatukm n uMmMmyHoZenpeccaHTbl NMpwu
OTCYTCTBUU 3chheKTa OT sieueHUsa n ot
CMJIEH3KTOMUMN (BUHKPUCTUH, Lnknodoccamua)

9. CnnieHakKTOMUA (TsHKenaa hopma npu oTCyTCTBUN
achhekTa Ha Tepanuto, XpoHnyeckas UTI npwu
NMOCTOAHHOM ypoBHe Tr < 30 x 10:/n).

MNepenuBaHue TPOMGOLUTAPHOW Macchl He
pekomMmeHayeTcs, ycunmsaeT ayTOMMMYHHbI
npotecc. Mo NnokasaHUAM — 3puUTpomacca.




TEMOPPATMYECKUWN BACKYINUT
(6-3HbllleHnenHa-leHoOXa, KanUNNApPoO-

TOKCUKO3,aHacthmnakTongHasa nypnypa)
reHepann3oBaHHOE MMMYHOKOMISIEKCHOE
3aboneBaHne MENKMUX COCyOdoB
MUKPOLIMPKYNSATOPHOrO pycra, YTo
NPOSABMISETCH CUMMETPUYHBLIMY
MENKOTOYEYHBIMU KPOBOUSNMUAHNAMW Ha
KOXXe, MopakKeHMEM CYCTaBOB, »XeNyao4yHO-

KNLLEYHOIo TpaKTa, No4yek.
[ MyShared



STNOJIOTNA TEMOPPATMHECKOI' O BACKYJINTA
MonuatTunonornyeckoe 3adoneBaHUe.

B ero pasButumn urparoT porsib hakTopbl:

- UH(eKUNOoHHbIe (CTpenToOKOKKoBasA UHeKLUus,
MUKonsasma, XxJ1amugus, BUpycbl U 4p.), ouaru
XPOHNYECKOU UHheKUnu;

- nieBasr U NekKapCcrBeHHanA asiyiepruni,
- BBeQleHUe BaKUuWH, CbIBOPOTOK, remMoriperiaparoB,
- UHCOJIALUUA, NepeoxXsiaXxXgeHue,

= cbmwuecxaﬂ U NCuXm4yeckKas rpaBma,

- YKYCbl HaCceKoMbIX




NMATOIMEHE3 TEMOPPATMHECKOI'O BACKYJINTA

B ocHOBe NeXXUT MMMYHOKOMM/IEKCHbLIN MeXaHUu3Mm
(Il TN MMMYHOMATONMOrNYECKUX peakLinui)

B oTBeT Ha aHTUTreH BblpabarbiBatoTca IgG u IgM,
o6pasytorcs LIUK, TponHble K MUKpococyam
KOXXW, CyCTaBOB, 6 pbDKeNKU, CZIN3UCTON 060/TI0UKN
KULLIEUHMKA, MOoYeK.

LINK akTUBUPYIOT CUHTE3 KOMIN/IEMeHTa U
noBpeXaalT COCYyAUCTYIO CTEHKY, Bbl3biBast
CUCTEMHBbI UMMYHHbLIN MUKPOTPOMGOBACKY/IUT C
pa3sBUTUEM KPOBOTOUMBOCTU U3-3a HEKPOTUUYECKUX
N3MeHeHU 1 Ae30praHnusaLm cocyancTomn
CTEeHKU. Tun KPpoBOTOUMBOCTU — BACKY/IUTHO-

nypnypHbINA.




2 KnvHuyeckas kapTvHa. o KNUHMYECKOMY TeYeHMIo
= pasnuyaoT:
| KOXHYK Unu npoctyro ¢hopmMmy - purpura simplex
cycTtaBHyr hopmy - purpura reumatica
abgomuHanbHyro chopmMy - purpura abdominalis
| no4yeyHyr cdopmy - purpura renalis
ObicTpoTeKywas cdopma - purpura fulminans

OXET ObITbL coYyeTaHue pPasy; Y I‘
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BACKYIIUTHO - TNYPIMYPHbIN TUT

[emopparmnyeckas cbifb
NPy remMopparnyeckomM BaCKyJIUTE
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FeMopparni¢ekue
IATHS




KiMHn4Yeckass KaApTUHA

['emopparnyeckuii  BacCKyJIMT  HAUMHACTCA
OOBIYHO OCTPO, MpH CyOPeOPUIBLHOM, pPEXKe
(eOpUIIBHOM  TOBBIIICHHHM  TEMIICPATYPBI
Tela, a HWHOrAa Hu ©0e3 TeMmIepaTypHOM
peaKIuu.

IAIYJIC3HO-TCMOpPpAarnidcCKas CbIllb HAa KOXKC,
JJOKAJIM3YIOIIAsACHA I[IPCUMYIICCTBCHHO Ha
HWXHHUX W BCPXHHUX KOHCYHHOCTAX, B o0acTu
Arogull, BOKpYyr CyCTaBOB. COI’IpOBO)KIIaCTCH
JICTKHUM 3Y/IOM.

CBIIIb MEJIKasi, 2-5 MM B JUaMETpe, JIMHCHHAS
1o X0y COCY/IOB, pacmoyioKeHa
CUMMETPHUYHO, UMEET TCHACHIIUIO K CIUSHUIO
¥ HEKPOTHU3ALU, HATOMUHACT «IIBET BUHHBIX
MATCHY - «I1acTIOpT 3a00JICBaHUY,

GeHoMeH oprocTaru3Ma, Chillb HE HMCYE3aeT '
MPpd HAJABIMBAHMM W  PETPECCHUPYET C ‘ ‘
00pa3oBaHUEM ITUTMCHTAIIUH. E M

yShared
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MESIRUI DIESHBIMY Aulul-*fp)l ORI CH O ORET BBIMANIET EXVIVNIY
_ DEVMVILEeCTEBEeHH Eﬂ WHUX ""é" SYHOCT! ‘. _Trl EE——
§ble naHns MBHbMde)HbI, CHayana umeroLme orqe'rnuayio
_c._-aocnanmenbuy}oocnoay, B TAXenbIX CIly4asaX -OCIIOXHAKTCH
LUeHTpanbHbIMU HEeKpo3aMu, KoTopble B nocrneacreue
NOKpbIBaKLMECcs KOPpoYkaMy, HaAoJIro OCTaBNAS NMUTMeHTauuio.
He conpoBoXaawTca 3yaoM.B TaXenbiX
crnyyasix neTexmm OCIIOXHAKTCHA Hekpo3amu. Yalle MHTEHCHMBHas
CbiNb Ae pXUTCcA 4-5 OHeW, 3aTeM NOCTENeHHO CTUXaeT W
MucyesaeT BOBCe MNocrie KOTOPOW, MOXeT OCTaBaTbCHA Hebonbluas
nurMeHTauus. Kak npaBuno, KoxHas ¢opmMa 3akaHYMBaeTCcs
NOSTHLIM BblsnopoaneﬂueM

DOSIe3HEHHOCTBIO,

'CTaBOB ﬂBﬂﬂeTCﬂ CMHOBMAJIbHAasdA 060]10‘"(3 nopa)xel-me
CyCTaBOB MOJIHOCTbBHIO 06paTMMbI.
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FlAAOON SISO SpEZ) SACTI U EAST [0S 00 Oz,
— o dporsicnoldisi) 19 T /
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3am>xuoe*1'eqeﬂue C pasauTueM B
-f—ﬁﬁ“cnenymmewran Bo3MoxeH HedppOTUYECKUA CUHOPOM.
lMopaxeHnsi No4YeK, Kak NpaBuIo,
BO3HUKaeT He cpa3sy, a 4yepe3 1- 4 Hegenb nocrie Hayana
3aboneBaHus lNopaxeHne noyek
onacHoe nNposiBrieHWe reMopparmyeckoro Backynura. lpm
Hanuyum remMopparmy4yeckoro
BacKynuTa LenecoobpasHo yaensTb BHUMaHWE NoKa3aTenam

-——
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cOCTaBa MOYM U (PYHKLIMM NoYeK il
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Ha IIPOTAKEHNM BCero nepuona" DOJIEBAHNS
5ICTPO A(:w VIVRLEPEDPATTBE PMa" pasBuBaeTcs npu-e
Kpoaousnuanuu y—

0DOJI0YKM FOSTOBHOTO MO3ra UITH XXU3HEHHO BaXKHbIE 06MacTu.y. =
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JleyeHwne:

[ enapuHa CyToyHaa ao3a 100
ef/Kr/cyT Kaxable 2- 3 AHA.
Aunnunpunaamon (KypaHtun) 3-5 Mr/kr 3-4
Hegenn 3-6 mec. C noBTOp. Kypcamu 1-3
MecsiLa [leHTOKCMPUNN NV
(TpeHTan)

[lonncopb OT 2 Hepenb Ao 1 mec. [lpwn

BO/IHOO6PA3HOM TeueHUn A0 3 Mec.
[lonnpenaH JHTepocrens.



AHTUTNCTaMUHHbIE
npenapaTtbl MoKa3saHbl [1pwn
HaNNUMnM anneprun:
KnaputuH, ¢eHkapon
TaBerun, cynpactnH
[lochepoBaTeIbHbIMA
Kypcamu no 14 aHewn



NHQY3MOHHAA Tepanua nokal3aHa
npn abgoMrHaibHOM CUHAPOME,
TAXEIOM TeyeHnn KOXHO-
CyCTaBHOro cumHpgpoma Illpenapat
CytouHad Jo3a Peocopbunakt
MJ1/KT [ THOKO30 (5%) -
HoBokanHoBaa (0,25%) cmecb 1:2
1:4 10 mn/roa XMN3HW, HO He bonee
100 mn [llog «koHTponem Al
KoHTpuKan §7ile ThIC. e/l
CTpenTtokmMHaza, VpbokmHaza 4000



JleyeHne NoYyeyHoro CMHApPOMa:
[1nakBeHWN, XUHFraMnH - 4-6 Mr/kr 1 p/Aa
6-12 HeZeNb C nocaeayroLimm
CHUXeHneM Ja03bl A0 %% OoT HayvanbHOW
A3aTMOMPUH — 2 MI/Kr/cyT A0 6 Mec
CumnTomMaTmyeckas Tepanusa
Cnasmonuntuyeckme n obesbonmparoLLme
cpeactBa  VIHTMObUTOpbI  MPOTEOosn3a
CaHaumsa o4aroBs MHGEKLIN
ANnbTepHaTVBHaA Tepanus HIBC
(anknogpeHak) MembpaHoOCTabuan3aTopbl
(BUTaMWH E, pyTUH)




AncnaHcepHoe HabnwaeHne 60/IbHbIX CUCTEMHbBIMU
BaCKy/INTaMu iy HabnogeHne y
KapAnopeBMaToNorng

2. ExemecauHoe HabnwgeHMe B TeyeHVe MepBoro
roga, 3atem (40 ABYX NeT) — pa3 B KBapTas, ganee -
pa3 B 6 MecC: Pa3paboTka MHAVNBUNAYANILHOIO Pexmnma;
CucrtemMaTmnyeckoe obcnepoBaHue; KOHTpO/b
fiedeHuns, npeaynpexaeHve ocnoxHeHun; CaHauus
04aroBov NHGEKL NI

3.[lpeeMCTBEHHOCTb  MeXay neguarpuyeckon u
TepaneBTYECKOW, PeBMaTO/IOrMyeckou cny>xbamum.

[lporHo3 BreisgoposneHune 50 % PeumamBupyrolLee
TeueHre, MOHOCMHAPOMHOE (TO/IbKO KOXXHaga nypnypa
NN XDOHMYeckmm HeopiuT) BoamoxeH nexoa B XIMNH



[ emodunnn.

[eMocouriyl -~ royrrzl Sz005e82iHuUil, oy KOTO0R
= e oe My PAKTOPOB ~CBEPIBIBARNAT — ‘

e ———

~ KPOBM (Yawe Vill'vmn IX) npnBoanT K pa3BMTmo
XapPaKTEPHOro reMopparn4yeckoro cMHApoma:

KPOBOTEYEHUSAM, KPOBOUITUSHUSAM B MATKNE TKaHW,
cyctaBsbl, LIHC.

KnaccuuumpyroT reMmounm no 4euumnTy
aHTUreMoUnbHbIX FOBYAVNHOB.
emModuIns, — BPOX/IEHHASLKOATYIONaTIS)

epysyiolliasics AeMULNTOM (hakTOpPOB

VIII (remodpunma A); IX ( remocdunusa B, bonesHb

BRUEEMAC2)RA DAKTOPA ( TEMOMUIS L)oo




FEEMO®WU/TNA - 310 Koarysionartus, ¢ rematToMHbIM
TUMOM KPOBOTOUMBOCTU, A1/11 KOTOPOW XapaKTepHa
N3osiInpoBaHHasA He0CTaTOYHOCTL OZJHOIO U3
thaKTOpOB CBepThLIBaHUA KPOBU

Knaccudgukauma remopunnum:
-femochunusa A (aecounuut VIl pakropa) — 70-78%

-Ffemochunua B (gechuuut IX cpakropa, 60se3Hb
Kpuctmaca) — 9-18%

-Ffremochunua C (aechuuymnt Xl chaktopa) — peako




PacnpocTtpaHeHHOCTb reMmoouium:
13-14 60nbHbLIX Ha 100 000 MyXXUKNH.
CooTtHoleHue remochunum Aum B - 4:1

STNOJIOTNA TEMOPUNITNN

3a6o0sieBaHNe Bbl3blBaeTCs MyTaLlnen reHa,
pacnosio)XKeHHOro Ha X-Xxpomocome u
obycnaBnuBaroLlero 6MocuHTe3 (hakTopoB
cBepTbiBaHUA.




NMATOINEHE3 rEMO®UINA

Pa3BuUTne KpOBOTOUNBOCTU CBA3aHO C
HapyLueHnem cBepTbiBaeMOCTU KPOBU U3-3a
nedcpuynta pakTtopoB.

Mpu remochunum A otmevaetcsa geduuut Vil
cdhakTopa (aHTUremodNbLHOTO rNoGysINHA),
KOTOPbIAN COCTOUT U3 2-X CyOobeagnHUL:

- MpokKoarynaHTHaA yacTb, 06/1agaloLlas
aHTUremoh IbHON aKTUBHOCTLIO (CTpaaaerT)

- @akTop BunneébpaHga — ydactByeT B
afireaum TpoMooLnToB, KOHTPO/IUPYeT BpeMs
KpoBoTeuyeHusa (npu remocpuinm — B Hopme),
CHWXeH rnpu 6os1e3HU BunnedpaHga




OCHOBHbIM NPosiB/IeHNEM remocunnmn ABNsieTcs
remopparvyeckuii CUHAPOM remaToMHOro Tuna.
KpoBoTeueHUsi NoBTOpsilowWmuecs, A/IUTesibHble,
MacCUBHbIe, MoYTU Bcerga cBsisaHHbl C TPAaBMOM,
CMOHTaHHbIe GbIBaIOT pelKo. XapaKTep ux
MeHsieTCcsl B 3aBMCUMOCTM OT Bo3pacTa.

MepBble NMpU3Hakn OObLIYHO BO3HUKAIOT BO 2-U
NnosioBUHe 1-ro - Hayase 2-ro roga Xms3Hu, Ho MoryT
NoABNATLCA KaK ¢ nepunoga HoBOPOXAEHHOCTH,
TaK n B 6o1ee nosgHem Bo3pacTte. C BO3pacTom
TA)KeCcTb 3ab60/1eBaHUA 00bIYHO YMEHbLUAaeTCH.

TAXeCcTb NPosABAEHUN NPONopLUoOHasIbHa CTeneHu
CHWXeHUA coaepXXxaHusa B KpoBu haKTopoB
cBepTbiBaHUA. CTeneHb TAXeCTU onpeaensercs
ypoBHeM hakTopa (% OT HOpPMbI).



bone3Hb BunneobpaHaa
- ayTOCOMHO-AOMUHAHTHbBIN,
HaCcreacTBEHHbIN
reMopparmyecknum anaTes,
00OyCNOBIEHHbIN HAPYLUEHNEM
CUHTe3a B cTeHKax cocygos VIl
dbakTopa CBEPTbIBAHMS KPOBW
(dbakTopa BunnebpaHga), 4yto
OTBEYAaET 3a aaresuto
TPOMOOUNTOB. %@ MyShared



)aKTOpa CBEPTbIBAHNA KPOBU (remocbmnm:l C) — peako
BCTPEYarLLMNCS, 4acTo HBECCUMMNTOMHO NPOTEKAOLLNI, HaceayeMbI NO
ayTOCOMHOMY TUNY AedeKT CBEPTbIBAHUA KPOBU. BONE3Hb BNEPBbIE MOXKET
6bITb OBHAPY!KEHA CY4aUHO, HaNpUMep Npu UccneaoBaHUK
CBEpTbIBAOLLEN CUCTEMbI KPOBU Mepes onepaLment Uam npu passuTUm
KpoBOTEeYeHUA (AaneKo He 06A3aTeNbHOro) Nocae TpaBmbl,
XUPYPruyecKoro BMeLLaTebCcTea, B pogax. CnoHTaHHasA KPOBOTO4YUBOCTb
OTMeYaeTca pegKo, NPoABAAETCA NPEUMYLLECTBEHHO B BUAE CUHAKOB.
femodpung C xapaktepusyeTtca ya/IMHEHUEM 0OLLEro BpeMeHHU
CBEpPTbIBAaHUA KPOBU U BPEMEHU CBEPTbIBAHUA KPOBU B aKTUBMPOBAHHOM
YacTMYHOM TpombonaacTMHOBOM TecTe. [ledeKT CBepTbiBaHUA KPOBU
4acTO CINIAXKMBAETCA B NpoLecce UHKYBaLLMM KPOBU MM Na3Mbl KPOBU A0
UccnefoBaHUA, a TaKXKe yCTpaHaeTca Kak gobasieHnem HOpMEU'IbHOM
ap,cop6MpOBaHHom CEPHOKMC/IbIM Bapuem n1asmbl, TaK U CTapo
HOPMa/ZIbHOW CbIBOPOTKM (OT/IMYME OT remodUanim A n B). lemopparum
KYNUpyrTea ¢ MOMOLLbH TpaHChY3UM Naasmbl.

[ MyShared



OVNATHOCTUKA TEMOPUTIUA

1. CeMeNHbIN aHaMHe3 (cocTaB/ieHne poA0C/I0BHOWN)
Y 1/3 oH oTpuuaTesibHbIN.

2. KNNnHUKa — reMaTOMHbLIN TUM KPOBOTOUMBOCTHU C
nopaxeHwem ornopHo-ABUraTesibHoro annapara v

YMOpHbIe No3HNEe KPOBOTeUYeHUsA Nnocsie TpaBM U
XUPYPruyeckux BMmeLlaTesibCTB.
3. lTabopaTopHble AaHHbIe:

A. OUeHKa KoarysorpamMmmbl — rurnokoarynsayus:

- yBesinyeHue BpeMeHn cBepTbiBaHUA BEHO3HOM
KpoBu no /in-Yyanty (> 8 MuH)

- CHWKeHue noTpeodsieHna NpoTpoMonHa

B. CHWKeHue B KpoBu ypoBHA VIII unm IX chaktopos:
KpauHe Tshkenas cpopma — 0-1%, Tshkenas — 1-2%,
cpepgHeTshKkenasa — 2-5%, nerkas — 5-25%




KNUHWKA TEMO®UNNN Y AETEWN

FeMopparn4yeckuim CUHAPOM XapaKTepusyeTcs
reMaToMHbIM TUMOM KPOBOTOUNBOCTU:

OGpa3oBaHMe MeX - , BHYTPUMbILLEYHbIX U
APYrux reMaTom;

KpoBoUu3NuAHUA B KpyrHble cycTaBbl -
reMapTpo3bl;

lnutenbHbie No3AHNEe KpoBOoTeUeHUS nocrie
TpaBM, ornepaluin, 3KCTpaKLnun 3y60B;

Pe)xe KpOBOU3NUAHUSA B OpraHbl GPHOLLIHO WA
MOMIOCTHU, XeJlyJoUHO-KNLLIEeYHbIe
KpoBOTeUueHUsl, rematypus (nocsie TpaBMbl UK
npuema sieKapcTB, pasaXXmKaloLmX KPoBb)




Y rpyHbIX AeTen:

- KpOBOTEUYEHUSA N3 POTOBOW MNOJIOCTU B CBA3M C
TpaBMaTusaLlmnein ee pas/iMiyHbIMU
npegmMmeTamm.

- 00/1e3Hb MOXXeT HayaTbCA rnocre l'leBOI7I
BHYTPUMbILWLe4YHOU NMPUBUBKU C Pa3BUTUNEM
MbilLle4YHOUU FreMatoOMBbl.

- KOrga pe6eHOoK HauuHaeTt cnagetb, TUNMNYHDLI

KpOBOU3NUAHUA B 06/1acTU arogul.

- Mpope3bliBaHUNEe 3y603 coripopoxpgaertcs He
OoYyeHb OOU/IbHLIMU AeCHeBbIMUA
KpoBOTe4YeHUsl.

[Mo3e Ha NnepBbIv N1aH BbIXOAAT KPOBOU3NUAHUSA
B KpYMHble cycTaBbl. FeMapTpo3 — reMapT puT -
aHKW/103




OBLWwupHbLIe remMaromsl y naymeHTa c
remocpunmen

M OcTpbIi remapTpo3
KOJIEHHOTO cycTaBa y
60/IbHOTO
remopunnei.
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I'emopuiius A

I'emopparndeckuii 1uaTe3, 00yc.10BJIeHHBIH HAaC.1eICTBeHHBIM
nepHIHTOM NPOKOArYJISHTHOH YacTH ¢akTopa VIII

®akTop VIII (BhICOKOMO.IEKY ISIPHBIH 0€10K)
1. ' imkonporens npokoary st (VIIIL: k)
2. I'1tukonpoTenH, ocynecTBIS NN a/ITe3H0 TPOMOOIHTOB
(VIII: ®B)
3. ' THKONPOTeHH, ARTHBHPYIOIIHI a1ITe3HI0 TPOMOOIIHTOB MO
BanssHHeM pucromuuHa (VIII: Prod)
4. AaTurennniii Mapkrep VIII: K (VIII: K AT)
5. Anturesnniii Mapkrep VIII: Prod (VIII: Prod Al)

ArTHBHOCTE VIII: K 1 VIII: ®B cankaerca npu vMeHbIICHHH
MVIbTHMepHOH ¢cTpVKTVPLI Beero VIII dhakTopa

{57 MyShared



JleyeHue cemogbunuli:
di Z:Jqum [ ETIBH AN PV R C R H O AN EIICH Y EH CL0 I HI L
AW DRIl ,,;4;:)) T 12520l 412)
g ;e:f AXHT _,JJ.J'JJ'JJ'J_LS'IJJJJJJ N Jumm VECEVHEPLED OIESEHNNE
OV KPOBOTEYEHUSIX rNaBHBIM NPYHLUNNOM SBMAET -
Tpaacq:yzuonuou 'reparmu—* S
“K'cpencrBam 3aMecTUTeNnbHOM Tepanumn OTHOCATCA:
I . CBexezamopoxeHHas nnasma (C3I1), cogepxawas m cdakrop Vill un IX
(cogepxuT 250 e
B 250 Mn), KpMonpeuunuTaT, KOHLUEHTpaT YyenoBeYyeckoro cgakropa YL u I'X.
] CoBpeMeHHble aHTUreModusribHblie KOHUEHTpaTbl ANA NPOodUNaKTUKU U -
rnevyeHus
KPOBOTEYEHUM: KOHUEHTpaTkl thaktopa YLU (MmmyHaT, remocdun M, Koaut-
Oeun) m

KOHueHTpaTbl cpaK'ropa X (MMMYHMUH, amvlacpukc O,

e —

o] o - L
3 I Jc
b 4

rnokasaHa
BO3MOXHOCTb Tepanuu aecduuuta dakropa Vill y akcnepuMeHTanbHbIX

Sm— |
XUBOTHBLIX. 1] MyShared
= i\

KoHTponb ypoBHSA Hb- cBOEBpEeMEHHOE fileYeHue aHeMum
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4 JleueHne. OCHOBHbIM METOAOM JIEYEHUS]
reMounumn gBISeTCa 3aMecTUTeNbHaga Tepanus.
Cnepnyet NOMHUTL, 4YTO pakTop VIII nabuneH u
NPaKTUYECKM He COXPaAHSETCS B KOHCEPBMPOBAHHOW
KPOBW M HAaTUBHOW Mnia3Me. [1o3ToMy Ans
3aMeCTUTE/TbHOWN Tepanumn NPUroAHbl TOMbKO
TpaHChY3UnN CBEXENPUrOTOB/IEHHON W €LUEe TEnIoun
KPOBWU UK NpsIMble reMOTPaHCdy3um OoT A0HOPa K
601bHOMY, @ TaKXXe reMornpenapaTbl, MPUroTOB/IEHHbIE C
cobnogeHneM ycnoBun coxpaHenust daktopa VIII
(aHTUremodunbHas naa3Ma, KpyonpeuunuTar,
KOHUEeHTpaTbl akTtopa VIII).

f Hanbonee apdekTUBHbLI MpU reModuinm
KpuonpeuunutaTt u dupMeHHble KoHUeHTpaTbl @.VIII,
cogep kallime B 3HaUYMTeNbHOM Konuyectee dakTtop VIII,
akTop BunnebpaHaa,, dubpuHoreH n daktop XIII.

f57 MyShared



NNIEMEHWE TEMAPTPO3A

BBeleH/e NnasMeHHbIX KOHLUeHTpaToB
chakTOopoB Kaxable 12 yacoB;

NnoJiHasA I/IMMOGI/II'II/I3aLI,I/Iﬂ CyCTaBa,
XosnoAa npornBoriokasaH,

NMyHKUUA cycTaBa Mpu 60/bLINX

reMaprposax;

dusmnorepanua (poHodopes c
r’MapoKopTU3osiomM), Maccax, JIPK




CTOMATON OGN

TENMOPPAIIYE 5

T"-ﬁaTeanO‘COGHHbM aHaMHES O
crydasix KpoBOoTeYEHUN Y pebeHKa
1 POACTBEHHMKOB
] OcHalleHne cToMaTonornyeckmnx ~
KaOMHETOB BCEM HEODXOAUMBIM
A1 OKa3aHusa NepBovl HEOTIIOXHOW

TOJ1bKO NOCJie N3y4eHus I'eMOCTa3VIOI'paMMbI .

[ MyShared



yXo4 3A BOJIbHbIM

Ha remMopparmyeckKkum
Anartes

- [lpn remounmn NpoTUBONOKa3aHbl BHYTPUMBILLEYHLIE NHBEKUUN,
npumeHeHne HIBI, yaaneHne 3yboB NnpoBoANTCHA TOMBKO B CTaLUMOHapE C
npeasapuUTenbHbIM NepenMBaHneEM nnasmbi

- [lpy reMopparnyeckomM BacKynuTe C ChiNbio Ha KOXEe U CIN3NCTbIX CreanTb
3a UNCTOTOW KOMXU, HE A0MNyCKaTh pacyecoB. Xoasune O0ornbHbIE AOMKHbI
CriofiacKkMBaThb MNOMOCTE PTa NoOCAe Ka)goro npuema nuum, 2 pasa B AeHb
YNCTUTB 3yObl. Jlexxaunm 6onbHBIM M / C OMKHA AaTh pacTBoOp NepeKkncu
Bogopoaa (1 u / n Ha cTtakaH Boabl) unu dypauunuda (1:5000) ang
ononackuBaHus pTa rnocre eabl. TsKkenobonsHbIM MOMoCTE PTa NPOMbIBAOT
0,5% pacTBopoM HaTpud rmgpokapboHaTa, cnabbiM pacTBOPOM MapraHia nnm
N30TOHUYECKNUM pacTBOPOM. 3TO AenaT C NOMOLLLID BannoHYnKa nny wnpuua
KaHe.

YUnTtbiBag TSHKECTb TEUEHNS DONE3HU, HEN3NEYUMOCTUN 3TOW rpynnbl
3aboneBaHni, JOCTAaTOYHO BbICOKOU CMEPTHOCTU, M / C JOITKHA CUNTATLCH C
ncuxonoruen DONbLHOro, BLINOMHAS YBEPEHHO, 6€3 cTpaxa n pacTepsHHOCTU
BCE Ha3HauyeHus Bpava. Hago opmeHTupoBaTh HONMBHOro Ha AOCTATOUYHYIO
TSKECTb N MPOAOITPKUTENBHOCTE BONE3HN, HO B TO K& BpeMd 3aBepﬂTb €ro B

TOM, UTO OH HaxoguTcs nod npuctanbHbIM HabnwaeHnem u 3a
MeOVLIMHCKOro nepcoHarna v OOMmMKEH YETKO BbINONMHATE Ha3Hau MyShared



