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[TnaH:

[eMmopparnyeckne amaresbl U CUHOPOMbI
Tnnbl KPOBOTOYMBOCTH
TpombouunToneHnyeckas nypnypa (

bones3Hb Bepnbroda)

[emMopparnyeckmn BackynuT (6onesHb
LLleHnenHa — 'eHoxa,
KanunigapOTOKCMKO3)

[emodbmnmna An B




e 1 GIVIUPPGI Vi T wiWViv 4YVicdl VO Vi

CUHOPOMBI

[emMopparnyeckmne guartesbl U CUHAPOMbI — OPMbI NATONOMNN,
XapakTepu3yrLLIMECs CKNMOHHOCTbLIO K KPOBOTOYNBOCTMN.

JTnornorus, natoreHes. PasnnyaloT HacneacTBEHHbIE (CEMENHbIE)
doopMbl HAYMHAIOLLIENCS C OETCKOro Bo3pacTta KpOBOTOUNBOCTbLIO U
npnobpeTeHHble popMsbl, B BONbLLINHCTBE CBOEM BTOPUYHbLIE. BonbLuas
YacTb HacneaCcTBEeHHbIX OPM CBsi3aHa C aHOMasrIMsaMn MerakapmoumToB
n TpomMbouUnTOB, AUCKYHKUMEN NocneaHnX NMbo ¢ aedonunTom Unu
OedeKTOM niasMeHHbIX aKTOPOB CBEPTbIBAHUS KPOBU, a TaKXKe
dakTopa BunnebpaHga, pexe — ¢ HENONMHOLIEHHOCTbIO MESTKNX
KPOBEHOCHbIX COCYAO0B (TeneaHrnakrasmen, bonesHsto Ocnepa —
PaHato). bonbwmHCTBO NpnobpeTeHHbIX opM KpOBOTOUMBOCTH
cBA3aHo ¢ cnHgpomom ABC, MUMMYHHBIMU U UMMYHOKOMINEKCHbLIMU
NopaXXeHNAMU COCYOAUCTON CTEHKMN N TPOMOOLIMTOB (OOMbLUMHCTBO
TPOMOOLMTONEHMI), C HAPYLLEHUAMN HOPMAaribHOro reMornoa3a,
nopakeHnem KpoBEeHOCHbIX cocyaoB. ['1py MHOrMX nepeymncrieHHbIX
3aboneBaHnAX HapyLEeHUsI remocTa3a HOCAT CMELLAaHHbIN XapakTep u
PE3KO YCUITNBAIOTCS B CBA3M C BTOPUYHLIM pa3BuTtuem cuHgpoma OBC,
Yyalle BCero B CBA3U C MHPEKUNOHHO-CENTUYECKUMU, UMMYHHbLIMW,
OECTPYKTUBHbLIMWU UITN OMYyXOneBbIMU (BKIHOYas Nenkosbl) npoueccamMmu.



[MaToreHes. [1o natoreHesy pasnuyaroT crnegyrowmne rpynnol
remopparm4yeckmx gnaTesoB:

1) obycnoBneHHble HApYyLLEHNSIMN CBEPTLIBAEMOCTU KPOBW,
ctabunmsaumm dondbprnHa nnu noBbILLEHHBIM PUOPUHONU30M,
B TOM YKUChe NMpu NeYeHnn aHTuKoarynaHTamu,
CTPEenTOKMHA30U, YPOKMHA30W, npenapatamu
nepunbpuHupytoLero 4ENCTBUS;

2) o0ycrnoBneHHbIE HapyLLEHNEM TPOMBOLIMTAPHO-COCYANCTOrO
remocTasa;

3) 00yCNOBIIEHHbLIE HAPYLUEHUAMU KaK KoarynaunoHHOro, Tak
TpomMmbouuTapHOro remocrasa:

a) bonesHb Bunnebpanna;

6) AMcceMnHMpoOBaHHOE BHYTPUCOCYANCTOE CBEPThLIBAHME KPOBU
(TpoMBoremopparm4eckmm CUHOPOM);

B) Npu napanpoTenHeMuax, remobsriactosax, fiy4eBon 60fe3Hn n
Ap.;

4) obycrioBneHHble NEPBUYHBIM NOPaXXEHNEM COCYANCTON
CTEHKM C BO3MOXXHbIM BTOPUYHbLIM BOBNEYEHNEM B NPOLIECC

KOarymAaumnoHHbIX U TpOM6OLI,I/ITaprIX MEXaHN3MOB
remMocCTtaaa.



OwvarHocTtuka. ObLasa auarHocTuka remopparm4eckmx
3abofieBaHnin U CUHOPOMOB OCHOBBLIBAETCS Ha Cneaytowmnx
KpUTEPUSIX:

1) Ha onpeaenieHnn CPOKOB BO3HMKHOBEHUS, O NMTENBHOCTU U
0CobeHHOCTEN Te4eHUd 3aborieBaHnA (NOABIEHNE B PaHHEM
OETCKOM, FOHOLLECKOM BO3pacTe NMb0o y B3pPOCHbIX U MOXUNbIX
naen, ocTpoe UNu NOCTENEHHOE pa3BUTUE reMopparn4eckoro
CUHOPOMA, XPOHMYECKOE, peunanpyroliee Te4eHne N T. 4.;

2) Ha BbISIBMTEHUM NO BO3MOXXHOCTU CEMEUNHOIO
(HacnenCcTBEHHOIO) reHe3a KpoBOTOMNBOCTMU NMNOO
NpMobpPEeTEHHOro Xxapakrtepa 6one3Hn, yTOYHEHNN BO3MOXKHOM
CBA3M pa3BUTUS reMmopparn4eckoro cMHapoma c
npeaLlecTBoOBaBLLUMMUN NMATONOMMYECKMMM npoLieccamm u
dooHOBbIMU 3a00NEBAHNAMMU;

3) Ha onpeaeneHnn NPENMYLLLIECTBEHHON fIoKanusauumn, TSHKecTu
N TUNa KPOBOTOYMBOCTW. Tak, npu 6one3Hn Ocnepa — Panato
npeobnagatoT 1 4YacTo ABNAKTCA €AUHCTBEHHBIMU YNOPHbIE
HOCOBbIE KPOBOTEYEHUSA, MPW NATONOMMN TPOMOOLINTOB —
CUHSIKOBOCTb, MaTOYHbIE N HOCOBbLIE KPOBOTEYEHUS, NPU
remopunumsax — rnyookmne remaTtomMbl U KPOBOUSMUAHUS B
CyCTaBbl.



2. Tnbl KPOBOTOYUBOCTH

KanunnspHbin, UJIM MUKPOLIMPKYNSATOPHBLIU TUMN, CBOUCTBEH
TpombouuToneHmnam n TpombounTonaTusm, bonesdn Bunnebpaxaa.
YacTo coveTaeTcsi C KpOBOTOUMBOCTbLIO CIIU3UCTLIX 0DOSI0YEK,
MeHopparusimm.

CMellaHHbIN KanUNNAPHO-reMaTOMHbLIN TUN KPOBOTOYNBOCTU —
neTexmanbHO-NATHUCTbIE KPOBOMIIMUSAHUA B COMETAHUM C OOLLMPHBIMY,
NSIOTHBIMU KPOBOU3NUAHNAMU U reMmaToMamu. [1pu HacneacTBeHHOM
reHe3e KpOBOTOYMBOCTU STOT TUM CBOUCTBEH TSXKENOMY CTENEHMU
bonesHn BunnebpaHaa, a n3 npnobpeTeHHbIX — XapakTepeH Ans
OCTpbIX U nogocTpbix dopm ABC-cuHapoma, 3Ha4YnTENbHOM
nepeno3npoBKM aHTUKOArynaHTOB.

[emopparnyeckme gnatesbl, 06yCNOBNEHHbIE HAPYLLEHUAMU B
cBepTbiBatoLLen cucteme Kposu. Cpeamn HacneacTBeHHbIX OpM
nogaensatoLee 0OMbLUNHCTBO Cry4aeB NpUXoanTcs Ha aedonunT
KOMNOHEHTOB doakTopa VIl (remodpunuio A, bonesHb Bunnebpanaa) n
doaktopa IX (remodunuio B).

Cpean npnobpeTteHHbIx doopm, nommumo ABC-cnHapoma, npeobnagatot
KoaryrnonaTtun, CBsi3aHHble C AeuunTom unun genpeccuen paktopos
npoTpomMmbunHoBoro komnnekca (11, VI, X, V), — 6onesHn neyenu,
00TypauMoHHas XenTyxa.




Knaccundukauymsa:

BasonaTtun — 3aboneBaHuns, BO3HMKaOLLNE B
CBS3U C HapyLLeHNeM COCYyaANUCTOU
NPOHNLAEMOCTU (remopparnyeckmnm
BACKYIUT).

TpomboLmTonaTtum — 3aboneBaHus,
0OyCNOBIEHHbIE KONMMYECTBEHHbBIM UMK
Ka4yeCTBEHHbIM HapyLlEHMEM TPOMOOLMTOB
(TpoMboUUTONEHNYECKada nypnypa).

KoarynonaTtuu — 3aboneBaHuns, CBsi3aHHbIE C
HapyLLeHNeEM CBEPTbIBAEMOCTU KPOBU N3-3a
aeduumnTa nnasmMeHHbIX PaKkTopoB
CBepTbiBaHUSA (remodounuga A).




J. 1 pUNIVVLVITVIIORAVITCTULRAn

nypnypa
TpoMbouuToneHn4vyeckasa nypnypa — nepBUYHbIN
remopparnyeckum gnartes, obycrioBneHHbIN

KOINMMYEeCTBEHHOW N Ka4YeCTBEHHOU HEOQOCTATOYHOCTbIO
TpomMmbouuTapHOro 3BeHa romeocTasa.

Y peten oo 10 neT BCTpevaeTcsd ¢ 0 AMHAKOBOW 4YaCcTOTOM,
cTapLie 10 neT ny B3pOCSIbIX — YaLle Y NUL, XKEHCKOro
nona.

OTa rpynna 3abonesaHuimn o0 beaANHAETCS MO NPUHLUNY
eanHOoro natoreHe3sa TPOMOOLIMTONEHUN, YKOPOYEHUS
XXU3HM TPOMBOOLINTOB, BbI3BAHHOIO HANTMYMEM @HTUTES
K TpOMOOUMTAM NN UHBIM MEXaHU3MOM UX NTU3nca.
QTmMonorusa HemspectHa. MexaHu3m pasBuUTUSA HE
N3YYEH.

[MpoBouupyrowme hakTopbl: HACNneacTBEHHOE
npeapacnonoXXeHne, BUpYyCHble NMHEeKLNH,
npodounakTunyeckme NnpmBmMBKN, NCUXUYECKNE U
don3ndeckne TpaBMmbl.




Knaccudukauums

* 10 MPUYMNHE PA3BUTUSA: BPOXAEHHbIE,
NPUODOPETEHHBIE;

* MO TEYEHUIO: OCTPblE, XPOHNYECKHUE,
XPOHUNYECKMNE C YaCTbIMU peLmanBamu,
XPOHUNYECKNE HEMPEPLIBHO
peungmBunpyroLLne;

* MO PopMe: TPAHCUMMYHHbIE,
N30MMMYHHblE, FeTEPOUMMYHHGIE,
ayTOMMMYHHbIE.

OcnoXXHeHus: NnocTreMopparn4yeckas
aHeMus, nocTremopparmyeckas




KnuHuka: XapaktepHoO ClOHTaHHOE MosBleHne
CUHSAIKOB MOCNEe He3Ha4YnUTENbHbIX YLLNOOB, U
nogaBreHne remopparnmm pasnmyHou
BENNYMHBLI 1 POPMbI HA KOXe,
HECUMMETPUYHbBIX, MONUMMOPJOHOIo
Xapaktepa; BO3MOXHbl KPOBOTEYEHNA N3
HOCa, AeCeH, MaTKu, MHOraa uU3 NnoYek,
XKEnyngo4HOo-KNLLIEYHOro TpakTa,
KpOBOTEYEHUA BO3HMKAKOT CMOHTAHHO.
CnneHomeranusa otcyTcTByeT. 3aboreBaHme
OCJTIOXKHAETCA XPOHNYECKOW
XxenesogemuuUUTHOU aHEMUEN PA3NTNYHOW
TAXECTW.

TeyeHune 3abo51eBaHnUA MOXKET ObiTb NErknum,
cpeaHen TAXKECTUN U TSKETbIM.




JleyeHume: [lneTta, CTPOrmin NOCTESbHLIN PEXUM, B Nepuog
remopparndeckoro Kpusa. KoHcepBaTtuBHoOE fiedeHne: HazHa4YeHne
NpegHM30rioHa B HadanbHOM 403€e 2 Mr/Kr B CYyTKM NepoparnbHO He
MeHee 2 — 3 He[lerb Nocrie Yero Jo3a CHMKaeTCc.

HasHnadatoT nHrmbutopsl hnbprHonmnaa ancmnnoH-aMmmHoOKanpoHOBas
kncnota npu ucknoveHnn [BC-cuHapoma, npenapaTsl, ynydllaroLme
afre3nBHO-arperayyoHHble PYHKLUM TPOMOOLIMTOB (3TamM3unar,
ONLMHOH, apOKCOH, NpenapaTthbl MarHusl), dutotepanumio (Kpanmey,
NacTyLWb CYMKY), NepenmBaHmne TpoMOoLMTapHOW Macchl Npu
TSHKENOM reMmopparn4eckom Kpmse.

Xupypruyeckue Mmetoabl nevyeHus npu HeaPekTUBHOCTH
MeANKaMEHTO3HON Tepanun: CnieHIKTOMUA.

Tepanua nmmyHogenpeccaHTamu (a3atuonpuHOM, fieNKepaHomMm,
umknodocdaHoM, BUHKPUCTUHOM U AP.) HA3Ha4aloT TOSTbKO Mpu
He3a(JPEKTUBHOCTM CTEPONOHOWN TEpanum N CNSIEH3IKTOMUN B YCIOBUSX
cneymanm3mpoBaHHOro ctaunoHapa (M nuilb rno XXM3HEHHbIM
nokasaHuam). [emocTas oCcyLecTBAKT NyTeM TaMnoHaabl,
NPUMEHEHNA aMMHOKaNpPOHOBOW KNCIOTbI, Ha3Ha4YeHUs aapoKCOKa,
aTamaunara n gpyrmx CAMNToMaTn4eCcKnx cpencTs.

[uncnaHcepHoe HabnogeHne B TeyeHue 5 ner.
[MpoTMBOMNOKa3aHbl MPUBUBKN XXNBbIMU BUPYCHLIMW BaKLMHAMMU.

[Tpn nevyeHnn cnenyet nsderatb Ha3HAYEHUS acrnMpuHa, aHanbruHa,
HUTpodypaHos, YBY, YOO, HIBIT.




4. leMopparn4ecKnun BacKynuT
(bone3Hb LLleHnenHa — N'eHoOXa)

[eMopparnvyecknu BacKynuT (bonesHb
LLleHnenHa - N'eHoxa) — cucremHoe
MHJEKLUMOHHO-annepruvyeckoe 3abonesaHune,
B OCHOBE KOTOPOro NeXNUT reHepannu3oBaHHOE
BOCMNaneHne Merkux cocyaos,
Xapaktepuayrowieecs nonmmopdPn3mMom
KIMMHUYECKNX NPOSABIEHUIN C NMOPaXXEHUEM
KanunnsipoB, apTePUOS1, BEHYI KOXW,
CyCTaBOB, OPIOLLHOM NONOCTM U MOYEK.

3aborneBaHne BcTpedaetcay 20 — 25% Ha 10
000 OeTCKOro HaceneHus, Jaule bornewT
Manb4YuKMW.



JTtuonorus: [NpnynHa saboneBaHns He yCTaHOBIEHA,
Oo4HaKo OTMeYeHa CBs3b C NepeHeceHHOoN BUPYCHOM
nnn 6aktepranbHON MHPEKUNEN (CTPENTOKOKKOBOW
aHTMHOW UMM 00OCTPEHNEM TOH3UNNNTA, PapPUHIUTOM),
a TaKke nocrie BBeaeHUsa NpodunakTu4yeckmnx
NPUBMBOK BaKLIMH N CLIBOPOTOK, B CBA3U C
NeKkapCTBEHHON HENEPEHOCMMOCTbIO, reNbMUHTO3aMU,
oxnaxgeHnem n apyrummn HebnaronpuATHbIMU
BO30ENCTBUAMMN BHELLHEN Cpeabl.

MaToreHes cBsi3aH C UMMYHHbIMW HAPYLUEHUAMM —
MOBbILLEHNEM YPOBHS LIMPKYNUPYHOLLIMX MMMYHHbIX
KOMMMEKCOB, C KOTOPbIMU CBA3bLIBAETCH NOPaXkeHne
CTEHKWN COCYA0B, YTO MPUBOAMUT K NOBbLILLUEHUIO UX
MPOHMLIAEMOCTU, OTEKY, 3aMyCKatoTCs MEXaHN3Mb
rmnepkoarynsaumn, yxyaLwarTca peoriornyecue
CBOMCTBA KPOBU, BO3MOXXHO UCTOLLEHNE
aHTMKOAryrnsiHTHOro 3BeHa CBEPTbIBaOLLEN KPOBU, YTO
NMPUBOOMUT K ULLEMUN U NMyPNYypPe Pa3fnnNyHOM
riokanuaauum.



KnuHuka: 3abonesaHve npoaBngdeTca TpUMaaoun:
MENKOTOYEYHbIMWN KPpaCcHbIMW, CIINBAOLLIMMUCS
remopparn4yecknmMmm BbiCbiNaHUSIMM Ha KoXe (Nyprnypown),
npexoasLwmnmm apTpanriusaMmn NPENMYLLLECTBEHHO KPYMHbIX
CyCTaBoB U abgoMunHanbHbIM CUHOPOMOM.

Ha4anbHble KOXHble BbICbiNaHUs pacnonaratTcs Ha
pa3rnbdaTenbHbIX MOBEPXHOCTAX KOHEYHOCTEN,
pPacnpoCTPaHATCA Ha AroguLbl, BEPXHUE KOHEYHOCTH,
MOSAACHMLLY, LLEIO.

OrneMeHTbl — MenkKue 3puTeMaTo3Hble NATHA, KOTOpble CHavana
npu HagaBnNMBaHUM BriegHeoT, a Yepe3 HEKOTOPOE BPEMS ChilMb
CTaHOBUTCHA reMopparn4yeckoun, anemeHTsl npuobpeTtatoTt
KpacHo-barpoByto okpacky. [lanee cbinb 6brieaQHEET, HO He
LIBETET, U 3aKaHYMBAETCSI OCTAaTOMHOW NUIrMEeHTaLnen, KoTopas
MOXET COXPaHATLCS OANNTENBHOE BPEMSI.

TunnyHbiM Npun ['B aBNAeTca 1o, YTO ChilNb NATHUCTO-NANyne3Has c
aKccyaoaTUBHO-reMopparm4ecKuMm afieMeHTamu,
pacnonoXeHHbIMU CUMMETPUYHO NPEUMYLLECTBEHHO Ha
pasrmbaTernbHbIX NOBEPXHOCTAX HUXKHUX U BEPXHUX
KOHEYHOCTSX, Aroguuax, yLWHbIX pakoBUHaX, BHYTPEHHEN
NoOBEPXHOCTN beaep, pexe Ha rpyau, CnuHe, nuue.



* Ho nHorga BO3MOXeH Opyron xapaktep CbInn — C HEKPO3aMu, apuTemMonogobHeble,
BE3UNKYNO-HeKpoTUYeckne. KoxkHble nopaxkeHus nonnmmMmopdoHbl 3a cHET noAacbinaHuin. 3ya
He XapaKTepeH.

[MopaxatoTcs KpyrnHble CycTaBbl (KOSIEHHbIE, JTOKTEBLIE, FOSIEHOCTONHbIE). OTMevatoT
NpUNyxnocTb, 60NEe3HEHHOCTb, rTMNepemMusi CyctaBoB. Yalle nopaxeHue
HECUMMETPUYHOE. APTPUT ObICTPO NPOXOAUT, HE Bbl3biBasd CTOMKUX AedopmMaLnii.
Murpupytowime CUMMETPUYHbIE NONUAPTPUTLI, 0ObIYHO KPYMHbIX CYyCTaBOB,
conpoBoOXaakTcsa 605b0 Pa3fIMYHOIo Xapakrepa — OT KpaTKOBPEMEHHOM TOMOTbI 40
oCTpeuLlen, npmBoasien 6orbHbIX K 00e30BMKEHHOCTU. APTPUT HEPEAKO coBnagaeT no
BpEMEHM C NOABNEHNEM U NoKanusaumen nypnypbl. brnegHoOCTb KOXHbIX MOKPOBOB,
OCYHyBLLUEEeCS NNLO, 3anaBsLune rrasa, 3a0CTpeHHble YepPThbI Nnua, CyXomn SA3blK.

 ABOoMUHaNbHbLI CUHOPOM XapaKTepusyertcd BHE3alrHbIMU CXBaTKOO6pa3HbIMI/I, O4eHb
pe3KnmMun DonsiMun B XXMBOTE, Yallle OKOMo nynka, cunmynumpyrowmmMmm annedanuunT,
XoneuncTuT, naHKpeaTuT, KULLEYHYHO KOJTUKY. bonb ycnnmeaeTCqd npu nanbnaynn,
BO3MOXHbI NMPU3HaKN pa3gpaxxeHnsd 6pI-OLLII/IHbI. BonbHble 06bLIYHO NeXaT Ha 60Ky,
npum>xas HOTN K XXNBOTY, MEYYTCA.

* Hepenko B naToniormMyeckni NpoLecc BOBIIEKAKTCA NOYKN B BUAE reMaTypudeckoro
rmomMmepyrioHeppuTa 3a cHeT nopaxeHns Kkanunnspos knybo4vkos. OgHako Npu ncxoae
rmomepynoHedpuTa B XpOHUYECKNI NOYEeYHasi NaTonorna MoxeT BbiTb pasHoobpa3Hom —
OT MOYEBOIro cMHApoMa 40 Auddy3HOro rnomepyrnoHedpuTa rmnepToHNYECKOro nnm
cMmeluaHHoro Tina.llpu obwem 6naronpusaTHOM TeYEHUN HedhprTa BO3MOXKHbI UCXOLbl B
XPOHNYECKNI NPOrpeccupyowmnim HepuT ¢ NOYEYHON HEQOCTATOYHOCTbLIO.

« [pyrve knuHuyeckune npusHaku (nopaxexue LIHC, remopparnyeckne nHEBMOHUMY,
MWUOKapAUTbI U Cepo3nTbl) HAbMaaTCs PEAKO U Pacno3HaoTCs NpuU creumnanbHbIX
NccrneaoBaHUSIX.




OunarHocTuka npoBoanTca Ha OCHOBaHUN
aHaMHe3sa, KNUHNYECKNX N NabopaTopHbIX
OaHHbIX. B aHann3e KpoBU — YMEPEHHbIN
NnenkoumnTos, Hentpodounnes, 303nMHOPUNnS,
yBenunyeHune CO3.

B buoxnmmnyeckom aHanmse KpoBu HabntogaeTcs
aucnporenHemus. Ysenmdenme C-peakTUBHOIO
6enka, ACT, AJIT, nmmyHornobynmnHoB B
aHarnmse Mo4n, ymepeHHasa NpoTENHYpPUS C
MUKporemaTtypuen.

OnddepeHumnanbHbIN AMarHo3 rnpoBOasiT C
PEBMATU3MOM, KOXKHbIMW DONE3HsIMN,
3aboneBaHUSIMN Xenyao4HO-KULLIEYHOIO
TpakTa.



INNeyeHue: MNocTenbHbIN pexuMm. [MnoannepreHHas aMeTa, orpaHnyYeHne NnoBapeHHoOM Conu,
SKCTPaKTUBHbIX BelLlecTB. [1poBoanTcs aHTepocopbLms, aHTU— Unu Je3arperaHTHas
Tepanus 1 aHTUOKCUAAHTHas Tepanusa Ans ynydlleHnus MUKPOLMPKYALUK (KypaHTun,
TpeHTan, TUKNONUAOnH).

* HasHayalT aHTUKoarynsHTbl — renapuH 150 — 300 e4/kr B CyTku (B 3 — 4 npuema n/k).
AHTUMMCTaMUHHbIE NpenapaTtbl — ANa30nuH, TaBerun, peHkapors. [MKoKopTukonabl
NoKa3aHbl BO BCEX Cry4vasnX Tshkernoro tedyeHuns. MIHy3noHHas Tepanns ncnosib3yeTcs
OS5 YNyYlleHns: peonorndecknx CBOMCTB KPOBU, HOpManuaauum obbema
LMPKYNPYOLLLEN KPOBU, CHXKEHNS KOaryssiuMOHHOIo noTeHunana Kpoeu (B/B
KanenbHO PEOonOSUITIOKUH, KOHTPUKan, ropaoKc, Tpacunon).

*  AHTUOMOTMKOTEPANUA Ha3HaAYaETCsA NPU HaNNYnUM CBA3UN C NEPEHECEHHON
BGakTepuanbHOM MHPEKLNN NN NPU HANNYUKU OEKOMNEHCUPOBAHHbBIX O4aroB
XPOHNYECKOWN NHMEKLNMN.

« [lpu BONTHOOOPA3HOM TEYEHUM N peLmanBax He0OXOAMMbI ansTepHaATUBHbIE CpeacTBa
NeYeHnst: HecTepouaHble NPOTMBOBOCNANMUTENbHbIE CPeaACcTBa NeYeHns (OpTOdEH,
AVKnodeHak HaTpus, Mnpokcukam, mosanuc). MemobpaHocTabunumsaTtopsl (BuTamMuH E,
PETUHON, PYTWH) NOKa3aHbl NP BblpaXXeHHOW KOXXHOW nypnype, HedpuTe.
MmyHOKoppervpyoLme npenapatbl (anbason, nHtepdepoH). AHTUMETaboNUTbI
(a3aTmonpuH), uutoctaTnkn. CumntomaTnyeckas Tepanus BKIYaeT caHaumio
XPOHMYECKMX 04aroB, AerenbMuHTU3aLUmo, obesdonmeatoLme cpeacTsa,
cnasmMonuTUKK, aHTaumapl. MporHo3 GnaronpusTHLIN.

AucnaHcepHoe HabnoaeHne B Te4eHue 5 neT, MeanumMHCKoe ocBoboXaeHne oT
NpounakTMYecKnx NPMBUBOK Ha 2 rofa OT HACTYMNJSIeHUA CTOMKON PEMUCCUMN.



5.lfemochunnua Aun B

femodunusa A n B — peueccnBHO Hacrieayemble, CLENMEHHbIE C
nosiom (X-xpomocomom) 3aborneBaHusi, XapakTepusyoLinecs
Pe3Ko 3aMeasIeHHOW CBEPTbIBAEMOCTbLIO KPOBW U NOBbILLIEHHON
KPOBOTOYMBOCTbLIO N3-3a HEAOCTATOYHOCTU KOarynaumoHHom
akTuBHOCTU VIII unun IX nnasmeHbIX PakTopoB CBEPTbIBAHUA
KpoBUW; BONEKT NnLa MY>XCKOro rosia, HacrneayeTtcsi Mo XXeHCKou
NUHUK, NepeaaeTca Yepes godepen reMmounmka ero BHyKam.

[eHeTnYeckne gedeKkTbl XapakTepusyrTca He4OCTAaTOUYHbIM
CUHTE30M Unn aHomanuen gaktopos VIl — remopunus A,
doakTopa IX — remodunusa B, dpaktopa Xl —remodpunus C,
doakTtopa Xl — remodounus L.

BpeMeHHbIN (OT HECKONbKNX HeAENb 40 HECKONbKUX MECSLIEB)
npnodpeTeHHbIN aeuuut daktopos VI, pexe — IX,
COMpPOBOXAaoLWNNCA CUITbHOW KPOBOTOUYMBOCTLIO,
HabngaeTca Ny My>XX4nH, U Y XXeHLWNH (0COBOEHHO B
nocriepogoBoM nepuoae, y nmu ¢ UMMYHHbIMU 3ab0rieBaHNSIMN)
BCNeACTBUE NOSIBIIEHNS B KPOBU B BBICOKOM TUTPE aHTUTEN K
9TUM baKkTopam.



MaToreHes. HapyLlieHne Ha4YanbHOro atana
BHYTPEHHEro MexaHn3ama cBepTbIBaHUS
KPOBW, BCNEeACTBUE Yero pe3ko YASIMHSETCS
obLlee BpeMsi CBEPTbIBAHUSA LIENTbHOW KPOBU U
nokasaTtenu 6ornee 4yBCTBUTENbHbIX TECTOB —
ayToKoarynsaumoHHOro, akTMBMpPOBAHHOTO,
napuuanbHOro, TPomM0bonIacTUMHOBOIO
BPpEMEHU N T. O.

[TpoTpomMbUMHOBOE BpeMS (MHAEKC) N KOHEYHbIN
3Tan CBEPTbIBAHMUS, a TakkKe Bce napamMmeTpsbl
TpoMOOLUMTApPHOro remocTtasa (4ncro
TPOMOOLIMTOB 1 BCE BUAbI UX arperaumm) He
HapyLatoTcs. [1poObl Ha TOMKOCTb
MUKPOCOCYOO0B (MaHXeTo4Hasa 1 gp.)
OCTalTCHA HOpMaSibHbIMMW.



KnunHuka: C paHHero getckoro so3pacTta y nuu
MY>KCKOro nosia oTMeveHbl 0ObunbHbIE K
OnuTenbHble KPOBOTEYEHUA NOCse NobbIX, Aaxe
ManblX, TPABM 1 onepaunmn, BKNoYasa aKCTpakLUmio
3y0o0B, NpuKychbl ryd v a3bika n 1. a. imeetcs
CKINOHHOCTb K 04aroBbiM MaCCUBHbIM
KPOBOU3NMUAHNAM B NOAKOXHYIO KIeT4yaTKy, MbILULbI,
CyCTaBhbl, BHYyTPEeHHUe opraHsbl. [leTun, cTpagaroLime
remodomnnuen, oTnn4vatoTcs XpynkocTbio, bnegHoun
TOHKOM KOXeW 1 cnabo pa3BnTbIM MOAKOXHbLIM
XUPOBbIM crioeM. KpoBOTEYEHUSA MO CpaBHEHUIO C
Bbl3BaBLLUEWN UX NPUYMHOW BCerga bbiBatoT
4ype3MepHbIMUN. Halle Bcero nopaxarTca KpynHble
cycTtaBbl. [10BTOPHbLIE KPOBOU3NUAHUA B OOUH U TOT
e cycTaB BeayT K BocnanutenbHbIM N3MEHEHUAM
ero, gepopmaumun n aHkMNo3y. Bo3aMOXHbI YNOpPHbIE
peungneupytoLne XenyagoyHo-KnLeYHsle v
NnoYyeyHble KpOBOTEYEHUS.



IunarHo3 yctaHaBnmMBarT Ha OCHOBaHUU
KIMTMHUYECKUX N NTabopaTOPHbIX AaHHbIX,
aHanns3a gaHHbIX POAOCNOBHOU (MY>XXYMHbI MO
MaTEepPUHCKOWN NMHNN C KPOBOTOYMNBOCTLIO),
yANMMHEHUSA 00LLIErO BPEMEHN CBEPTLIBAHUS
KpoBW (HopMa 8 MUH Mo Jln-Yauty) npu
HOpMarsibHbIX NoKasatensx npoTpoMOMHOBOIO
N TPOMOMHOBOIO TeCTOB. [lpeHaTanbHas
OnarHocTuka: onpenerneHme aHTureHa
doakTopoB VI, IX n nx cBepThbiBaOLLEN
aKTUBHOCTW B KpoBM nnoga (¢ 10-1 Hegenwu
rectauum nytemM NyHKUUN XOopuoHa). PaHHUIK
amMHuoueHTes. CoHorpadua. INyHkums
NYMOBUHbI.



JleueHne ocHOBaHO Ha 3aMeCTUTENIbHOM BO3MELLEHUN
HegoCTaloLero goaktopa, UCNonb3yT KoHUeHTpaTbl VI, IX
doakTopoB, Npn OTCYTCTBUN — Kpuouunurtat (cogepxuT VI
doakTop), KOHUEHTPAT HAaTUBHOW Nia3mbl (CoaepXnT Xl doaktop),
CBEXe3aMOPOXXEHHYIO Nnasmy.

[1pn remodounmun B Ka4eCcTBe KPOBOOCTAHABNMBAKLLEro cpeacTaa
MOXET MCMNOJb30BaTbCA CbIBOPOTKA KPOBU YerioBeka U
XMBOTHbIX. KpoBoTOYallas paHa gosmkHa ObITb XOPOLLO
3aTaMnoHMpOBaHa.

Npu remohunumn A crnegyet nepennBaTtb CBEXYHO KPOBb, TaK Kak
Npu XpaHEHUN B KOHCEPBUPOBAHHOM KPOBW DbICTPO
NHaKTUBUPYETCH aHTUreMounbHbIN rmodynuH A.

Mpu remocpunum B MoXXHO nepennBaTb ODbIYHYH JOHOPCKYHO
KPOBb, DO OHa COAEPXKUT JOCTATOYHOE KOSIMYECTBO
KOMMOHEHTa TpombonnacTuHa nnasmbl. TpaHcdy3um
apUTpPOMacChl NoKasaHbl MPU OCTPO pa3BUBLLENCS TAXKENOU
aHeMunn No BUTaAlNbHbIM NMOKa3aHUAM.

JlokanbHbIN romeocTas 1 obLee NOBbILLEHNE CBEPTLIBAEMOCTH
KPOBW Y OOMNbHbLIX reModonITMEN OCYLLLECTBNSETCA NPY NOMOLLIN
annnukaunum TpomMbunHa, remoctaTndecknx rybok, nbpruHOBbLIX
NINEHOK, XXenaTtuHa, JaBsaLLnX NOBA3OK, UMMODUNmM3aunm
KOHEYHOCTEMN.



[1pn BBEAEHUU aHTUreMOUIbHLIX NpenapaTtoB Ha3daHavaroT E-
aMMKanpoHOBYIO KNCIOTY B/B UNu nepopansHo. [ns
OCTaHOBKM KPOBOTEYEHMSA 0ObLIYHO AOCTaTOYHO NepenmMBaHns
ManbIX 003 KpoBW. PaHbl cnegyeTt OYUCTUTb OT CrYCTKOB U
NPOMbITb PACTBOPOM MEHNLUUSIIMHA B USOTOHNYECKOM
pacTBOpeE HaTpus xnopuaa. 3ateM HaknagbiBatoT Maprto,
NPONMTaHHY O4HUM N3 KPOBOOCTaHABINBAKOLLNX
(agpeHanuHoM, Nepekncbio Bogopoda n ap.) u boratbix
TpomMbOonIacTMHOM CPeacTB (remocTaTndeckme ryoku). lNpwu
NeYyeHnn KPOBOMINUAHUIN B CyCTaBbl UCMOSb3YHOT
[MIOKOKOPTUKOMOHbIE TOPMOHbI (BHYTPUCYCTaBHO),
XUPYPruYEeCKyto KOPPEKUMIO C yaaneHnem nsmeHeHHow
CUHOBMANbLHOMN 0DOO4KMN.

[1pn KPOBOU3NMUAHUAX B CYCTaB U MbILLEYHbIX reMaTtoMax HY>XHO
obecrnevynTb NOKOW NopaxeHHOW KOHEYHOCTN, XOS10 Ha
cycTas, remocrtas. [lpoBeageHue maccaxa, JIPK,
don3noneyeHne nokasaHo nocrie npekpalleHns
KPOBOTEYEHUA.



OcobeHHOCTU BeaeHnsA 60nbHOro. 3anpeLlleHbl B/M UHBEKLINWN,
BCe npenapartbl HazHa4YalrTCA TONbLKO nepopansbHo unu B/B. lNpwu
nobdon rnokanmaaummn n TSXKECTU KPOBOTEYEHUS, NPU
HapyLWweHNN LenOCTHOCTN KOXHbIX MOKPOBOB MNokKasaHus K
HemMeasleHHOMY (OaXke HOYbI0) BBeAEeHUIO aHTUreMooUnbHbIX
npenapartos. J1lobbie Xupyprumyeckme BMeLlaTeNbLCTBa
BO3MOXHbI TONbKO NMocrie BBEAEHUA NpenapaTos
aHTUreMounbLHOro rrobyrnmHa. bonbHoOW JosmkeH 1 pas B
KBapTan nocewiarb cCtTomMarorora, UMerLLero onbIT ie4eHUs
BonbHbIX C remogunmen.

[Mpn HeobxoaMMOCTHM SKCTpaKLuKM 3ybda 3a 30 MMH [0 onepaLun
Npoun3BoaAT TpaHCcdy3no KpuonpeLunuTaTa u HasHavatoT
aMWHOKaNpOHOBYHO KMCINOTY BHYTPb. Yepes 6 4 BHOBb BBOAAT
KpronpeumnutaT. AMMHOKaNPOHOBYIO KUCMNOTY Aal0T B TEYEHUE
Hepenu. KpuonpeumnuTaT BNUBaIOT eXXeJHEBHO 3 JHS, a 3aTeM
Yyepes AeHb A0 ANUTENn3aLnm nyHKu.

MporHo3 npu coBpeMeHHOM fieyeHnn bnaronpuATHbIN.

NpodunakTuka. Megnko-reHeTM4eCKoe KOHCYILTUPOBaHMeE.



Cnacnobo 3a BHumMmaHue!

INuTepartypa:

» TyneunHckaa B, Cokonosa H, LLiexoBLoBa
H — CecTpuHCKOe aeno B neanaTpumn.
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