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1. 3HMKeHe 3CcIIaHHA KPOBI (rioKoaryJasiiis)

MopyLlweHHA B cucTeMi reMocTa3y MOXYTb OyTW NOB'A3aH
I3 3MiHamu pidbprHOBOro, TpOMOOLMTapHOro, abo CyAMHHOro
reMoCTaTU4YHUX MeXaHi3MiB i BigOyBalOTLCA B TPbOX Hanpsimax:

1) 3HMXKEHHSA 3ciganbHOI 34aTHOCTI KPOBi Ta BUHUKHEHHSA
remoparidyHoro giatesy (KpoBOTOUYUBICTb);

2) NiABULLIEHHA 3ciganbHOI 34aTHOCTI KPOBI | BAHUKHEHHS
TpomOboiniyHoro giatesy (NiaBULLEHHSA TPOMOOYTBOPEHHS);

3) BUHVMKHEHHSA NOEHAHOro CTaHy — TpomboremopariyHoro
CYHIPOMY, LLIO CYNPOBOOXKYETLCA AK NiABULLEHUM
TPOMOOYTBOPEHHSAM, TaK i KDOBOTOUYMBICTIO.

[MopyLUeHHs 3cidaHHA KPOBi MPOSABNAETLCA 3HNUKEHHSAM |
MigBULLIEEHHSM OTO.



3HUXXeHHS1 3ciOaHHs Kpoei (2inokoa2ynsayisi) NpoaBNAETLCS
NiABULLIEHOI KPOBOTOUMBICTIO — MOBTOPHMMM KPOBOTEYAMM,
KpOBOBUNMBaAMW, AKIi BAHUKAKOTb K MUMOBINbLHO, Tak | Npw
He3Ha4YHMX TpaBMax (remopariyHmMn giares).

MoxxnuBi geKiribKa mexaHi3mMiB BUHUKHEHHS rinoKoarynsuit:

1) HabyTe Ta cnagkoBe 3MeHLLEHHSA ab0 CMOTBOPEHHS CUHTE3Y
NnasmMoBUX | TDOMOOLIMTAPHMX (aKTOPIB 3CiAaHHA KPOBi Ta
KOMMOHEHTIB KanikpelH-KiHIHOBOI CUCTEMMU;

2) MPUrHiyeHe yTBOPEHHSI abo NigBULLEHE CNOXUBAHHSA LINX
doakTopi.;

3) 36inbLleHe BUPOONEHHS €HOOreHHUX aHTUKOarynsiHTiB;
4) akTmBi3auia pibpUHONITUYHOI CUCTEMM;

5) nepeno3yBaHHs aHTUKOArymnsHTIB, PIOPUHONITUYHNX |
nedidprHyounx npenapartiB. Yci Ui 3MiHU 3yMOBIIOOTh

NopyLLEHHS OAHIel 3 TPbOX Pa3 3cidaHHA KPOBI i peTpaKLji
3ryctka abo X noeaHaHol 3MiHMU IX.



lMepwa ¢hasza 3cidaHHsI Kpoe8i — YyTBOPEHHS TPOMBONNACTUHY —
NOPYLUYETLCSA NPU rEHETUYHO 3yMOBIIEHOMY AediUnNTi TaKnX
doakTopiB:

VIl — aHTUremoinbHoro rnodyniHy A (remodinis A);

IX — Kpuctmac-gpaktopa (remodoinia B, wo ycnaakoByeTbCH,
AK | remodinia A, peuecmBHO, 34enfeHo 3 X-XpOMOCOMOHR);

XI — nnasmoBoro nonepegHnka 3 TpomoonnacTuHy
(remodpinia C);

XIlI — cdbakTopa XaremaHa, paktopa 3 TpomMboLUTIB
(TpombouuTonaria).

Kpim TOro, nopyuieHHs nepLuol goasn BUHUKAE, KON € IMyHHI
IHFI6ITOpI/I gaktopiB VIl i IX — imyHornobyninn knacis G i M
(Nnpn pesmaTmn3ami, HepBOHOMY BOBYaKy, CEMNCUCI, NENKO3I).



FeModpinia — Le reHeTUYHe 3axXBOPIOBAHHS, sike MOB'A3aHe 3 NOPYLUEHHSAM 3CiAaHHS
kpoBi. Lia naTonoris Bigoma 3 AaBHix Yacie: we B || ctoniTTi 4o Hawol epu
onvcyBanucs Bunagku 3arvbeni xnonyuvkie Big 6eanepepBHOT KPOBOTEY, LLIO BUHMKAE
nicnsa npoueaypun obpizaHHA. TepmiH «remodinisa» 0ys 3anponoHoBaHu y 1828 poui
| noxoOuThb BiA rpeubkux cnis «haimax» — kpoB i «philia» — cxunbHicTb, TOOTO,
«CXUNBHICTb O KPOBOTEY Y.

['eMocpinito Takox HasnBaTb LIAPCbKOK XBOPOOOID, OCKINbKM Lisi MaToNoris Hepiako
3ycTpivyanacsa cepen NpeacTaBHMKIB KOPOniBCbKOI poanHu. Llikasi hakTu: koponesa
BikTopis, Wwenawe 3a Bce byna HocieM remodinil i came Yepes Hel XBopoby
ycrnagkyBanu iHLi MOHapXW.

3 il AiTen oavH cuH (JleononbA) cam cTpaxaase Ha reModinito, a NnpuHarMHI ABi
aou4km (Anica i Beatpuca) 6ynu HocisIMM 3aXBOPOBaHHSA, NepeaasLUn NOro BXe CBOIM
OITAM. 3 KOXXHUM MOKOSNIHHAM KifIbKICTb LINX KEepTB 30inbLUyBanacs, agXxe B Ti Hacu
Abanu binblue Npo 3MiLHEeHHS AMHACTUYHMX 3B'A3KIB | He 3BepTanu yeary Ha 3B'A3KY
reHEeTUYHI.

BikTopisa, sika Hapoguna 9 aiten, nepenana cBiv reH npeacTtaBHUKaM AUHACTIN,
LLIO NpaBunu B Benukobputawil, HimeuunHi, i

Pocil, IcnaHii. Bpaxosytoun Te, Wo 11
Hawagku nobpanucs we n 3 MoHapxamu
LWseuii, daHii, Hopserii, ['peuii, PymyHil,
«BIKTOpIaHCbKe NPOKNATTA» Yy BUrNA4l
remodinii 3a4enunno neab He KOXeH
KOponiBCbKUiN ABIp €Bponu.




Koponesa
Bukropus 2
8 AHMNUK

QU EEQEO -

Buktopus 3ayapn  Anuca lNeononsa Beatpucca
Vil
Wpexa ®pepepuk Anekcangga Hukonai Anwca Bukropmsa- AnbcoHco Mopwuc
Bunesm ] Esrenus X
8 Vicnannu
Bonepemap leHpu Anekcen BUKOHT AnbthoHco
e Mpyccuu B Mpyccuu B Poccuu TpemaraH 8 Wicnanuu

D Memodpunuk O XeHwmHa-HocuTenb

HacnepoBaHue remocbunvm Ha NpumMepe reHeanornyeckoro gepesa Koponesckol gUHacTUn B AHrnMN.



NMpuunHmn remodoinii

Yomy BikTopia Byna Tinbkn Hociem XxBopobu, ane cama He cTpaxaana Big Hel?
CnpaBa y TOMy, LLO reHu, SKi 3yMOBSIOKOTb PO3BUTOK reMoinil, 34ensieHi 3i
CTaTeBOol X-XpPOMOCOMOLO, TOMY 3aXBOPHOBAHHSI YCNAAKOBYETLCS 3@ PELLECMBHOLO
O3HaKOoto Mo XIHOYIN NiHil. CnaakoBo reModinielo XBopitoTb NPaKTUYHO BUHATKOBO
ocobu yonosivoi ctaTi. XKiHKM € HociaMK reHy remodinil, siki nepegaroTb
3axBOPHOBAHHSA YaCTUHI CBOIX CUHIB.

Y 300pOBOro YoroBika i IHKM-HOCIS 3 0AHaKOBOM MMOBIPHICTIO MOXYTb HApoaUTUCS
K XBOpI, TaK i 340poBi CMHW. Big wntoOy Yonosika, XBOPOro Ha remModinito 3i
310POBOI0 XIHKOI HapOaKYOTbCA 340POBI CUHY a60 O04KM-HOCIT. TpannalTbes
TaKoX i MOOANHOKI BUNagku remodinii y AiB4aToK, HapOMXKEHUX Big MaTepi-HOCIA |
XBOPOro Ha remodinito baTbKa.

[Mpu oediunTi TOro Ym iHWOro paktopa 3Ci,D,aHHFI CBOEYaCHWUI | afeKkBaTHU reMocTas
cTae HeMoxnueuM. lNpu remodpinii B 38'aA3ky 3 gedpiyutom VI, IX abo iHwmx
(pakTopiB NMOPYLLYETLCA Neplua dasa 3cigaHHsA KpoBi — yTBopeHHﬂ TpomMbonnacTuHy.
[pn uboMy 30iNbLUYETLCA Yac 3CiAaHHA KPOBI; iHOAI KPOBOTEYA HE 3YMUHAETHLCA
NPOTAroM OEKifIbKOX roguH.




flemodpinia — TN ycnagkyBaHHA

3anexHo Big AediynTy TOro Ym iHWoro dpaktopa 3cigaHHA KpPoBi,
PO3pi3HATL reModinito A (knacu4yHy), remodinito B (xBopoba
Kpuctmaca), remodinito C Ta iH.

KnacuyHa 2emodqpinisi (A) cTaHOBUTL NepeBaxHy BiNbLWICTb
(6nunsbko 85%) BMNaakiB cuHApPOMY i NoB'A3aHa 3 nediunTom
VIII dbakTopa 3cigaHHsa (aHTUreModinbHOro rnooyniHy), Lo

NpPU3BOANTb A0 MOPYLUEHHSA YTBOPEHHSI aKTUBHOI TPOMOOKIHA3M.

[Mpn eemoapinii B, 1o ctaHoBuTb 13% BunNagkis
3axXBOpPIOBaAHHS, Yy KpoBi bpakye IX dpakTopa (nnasmoBoro
KOMMOHeHTa TpombonnacTuHy, aktopa Kpuctmaca), skui
Takox 0epe y4acTb B YTBOPEHHI aKTUBHOI TPOMOOKIHa3u B

| dpasi 3cigaHHSA KPOBI.

emogbinis C 3ycTpivyaetbea 3 YacToTol 1-2% i obymoBneHa
HepgocTadeto Xl dpakTtopa 3cigaHHA KpoBi (nonepegHuka
TpoMOOMNIacTuHy).

Ha iHwi pisHoBuaun remodinii npunagae meHuwe 0,5% Bunagkis;
npn LbOMY MOXe Bia3HayaTnca AediunT pi3sHMUX NnasmMmoBUX
akTopis: V (mapazemodqpinisi), VIl (2inonpokoHeepmiHeMmis),
X (xeopoba Cmroapma-lipayepa) Ta iHLLi.



TSKKICTb KIMiHIYHOIo rlepe6|ry FeMOd)IJ'III 3alnexnTb BI,EI, CTyneH4d HEeOOCTaTHOCTI
KanyJ'IFILI,II/IHOI aKTUBHOCTI Nf1a3aMoBUX CbaKTOpIB 3cigaHHS KpOBI

lMpu 2emoqbinii eaxxko2o cmyneHs piBeHb BiACYTHLOIO (akTopa CTaHOBUTH
00 1%, Lo cynpoBOAXYETLCA PO3BUTKOM BaXKKOTO reMopariyHoro CMHAPOMY BXe

B PaHHbOMY ,EI,I/ITFIL-IOMy BiLi. Y NIOANHN 3 BAXKKOIO FeMOCbIJ'IICI-O BUHUKAOTb YacTi
KpOoBOBUITMBU B M 'a3um, CyFJ'IO6I/I BHyTpILIJHI opraHu.

lMpu 2emogpinii cepedHLO020 cMyrneHs y AUTUHMN PiBEHb NNasMoBOro akTopa
CTaHOBUTb 1-5%. 3aXBOPIOBaHHS PO3BMBAETHLCS B p,ommanowly BiLli; remopari4yHmu

CUHOPOM BMPaXKEHU NOMIPHO, TPannATLCA KPOBOBUIMBU B M'A3N i cyrnoow,
remaTypisi. 3aroCTpeHHs1 TpannarTbcs 2-3 pa3sun Ha pik.

Jle2ka ¢gpopma 2eMoisii xapakTepu3yeTbCs piBHEM qoaKTopa BULLE HiX 5%.
3axBOplOBaHHSA BUHUKAE B LLKITbHOMY BiLli, 4acTo B 3B'A3KYy 3 TpaBMamu abo
onepauiamu. KpoBoTeui He TaKi 4acTi 1 MEHLU IHTEHCUBHI.




Cumntomu remodpinii y aiten

Y HOBOHAPOMXEHMX AiTer 03HaKaMun remodifii MOXyTb CIYy>XMTK TpUBarna KpoBoTeya
3 KYKCM NMynoBuHM, NiALWKipHi remaTtomu, kedpanorematomu. KposBoTeui y fiTe

MEePLUOro POKY XUTTA MOXYTb OyTK NOB'AA3aHi 3 NpopidyBaHHAM 3y6iB, XipypriYHNMK
BTPYYaHHAMMW TOLLIO.

IMOBIPHICTE NOCTTPaBMaTUYHNX KPOBOTEY 3HAYHO 3POCTAE, KONMM ANTUHA 3
remodinieto MoYMHaE XoanTy. [nsa aiten nicna poky xapakTepHi KpoBOTeui 3 Hoca,
NIALLKIPHI | MDKM'A30Bi reMaToMM, KPOBOBUIMBM Y BENMWKi Cyrnobun. 3arocTpeHHs
remMopariqyHoro Aiatesy TpannsitoTbes nicns nepeHeceHux iHgpekuin (F'PBI, BiTpsiHKMY,
KpacHyxu, Kopy, rpuny Ta iH.). 3Baxato4n Ha NOCTINHI | TpuBani KpoBoTeui, y AiTel
3 remodinieto € aHeMIsi pPi3HOro CTyrneHs BUPAKEHOCTI.




Cumntomum remodpinii y aiten Ao 4-x poKiB:
1) KpOB'sIHI BUAINEHHA 3 MYNKOBOI PaHKK;

2) remaTomu, siKi, Maro4M cnoYaTky TOYKOBUI XapaKTep, NOLWMPIOTLCA Ha PidHi
OiNSHKM Tina i Nokani3ylTbCs SK NIALKIPHO, TaK i HA CNU30BUX;

3) KpOBOTeql LLIO BUHUMKAIOTb Micns NpoBeaeHHS NPodinakTMYHMX LWenneHb Ta iHWKnX
iH'ekLin.

Kpim nepepaxoBaHux BuULLE O3HaK XBOPO6W, y AiTen novnHarum 3 2-3-piyHoro Biky
MO)KHa crocTepirat Taki CUMNTOMM, SK CYrroboBi, a TakoX marni KpOBOBUNBY
kaninapis (memexir), SKi yTBOPIOOTLCS 6€3 NPUYNHN NPU HEBEMUNKNX Ai3NYHNX
HaBaHTa)KEHHSIX.

Femoqbinisi y dimelu eid 4 pokie i 00 WKinbHO20 8iKy Haliyacmiwe npedcmasJsieHa:

1) YacTUMK HOCOBMMM KpOBOTEYaMU;
2) KpoBOTEYAMU 3 ACEH;
3) HAABHICTIO KPOBI B ceui (remaTypiq);

4) BENVKMMM CUHLAMU (TeMapTpo3amu), PO3BMTOK i TpuBanmmn nepeoir
SKNX CNPULAE NOABI XPOHIYHNX KOHTPAKTYp, apTponariu;

5) BUABMNEHHSAM B Kani AUTUHMN eNeMEHTIB KPOBI, Lo CBIAYNTb
NpO NoYaTKoBY CTafito aHeMIl;

6) nporpecyBaHHAM KpPOBOTEY, NoKani3oBaHUX Yy BHYTPILLHIX opraHax;

7) MOXITMBUMU KPOBOBWUJTMBaMW BCepEONHY MO3KY, LLIO HECYTb
3arpo3y BaKKoro ypaxeHHd HepBoBOlI CACTEMWN.

XapaKTepHo 03HaKok reModinil € BigTepMiHOBaHWI XapaKkTep
KpoBOTeui (pO3BMBAETLCA Yepes AeKifibKka roguH nicrnga TpaBMmm).




Cumntomm remodpinii y 4onoBiKiB:

Y 3pinomy BiLi 3aXBOpPOBaAHHA TiflbKK nporpecye. KpiMm yxe HasBHUX 3 AUTUHCTBA
O3HaK XBopobu, A0 Hei 0oAaloTbCA HOBI CUMNTOMM, LLIO 3aBAal0Tb OpraHiaMy Kyau
OinbLUOT LWKOAMW:

1) YepeBHi KpoBOTEUI;

2) HasIBHICTb CUHLIB, SIKi cBigYaTb SK NPO MiALWKIPHI, TakK i BHYTPILLHLOM'A30BI
KPpOBOBUIUBW.

3) aHeMil, BUKIUKaHi HOCOBMMMW, LLUMYHKOBO-KMLLKOBUMIW KpOBOTEYAMW, BUAINIEHHAMMU
KPOBI 3 ICEH, @ TAKOX CEeYOBMUBIOHUX KaHaniB;

4) KpOBOBUIMBU B KICTKOBY TKAHMHY, LLO NMPU3BOAATL A0 I OMEPTBIHHS;
5) raHrpeHa i MOXXnN1MBmMK Napaniy, Wo YyTBOPUIINCS BHACNIAOK rraHTCbKUX remaTtom;
6) KpoBOTEYI CIM30BOI ropsia, a TakoX ropTaHi;

7) cyrno6oBi KPOBOBUNMBYM CMPUSAIOTL NPOrpecyBaHHI0 OCTe0apTPoasy, Lo NPM3BOAUTb
f0 iHBaniAHOCTI. MPUYMHOIO LIbOTO € OBMEXEHHS! PyXIMBOCTI CYrrobiB i aTpodis
M'A13iB KiHLLiBOK.

CuvumnTomaTtuka remodinii y XXKiHOK

Xoya 4YacTtoTa nosiBu remodinil y giB4aTok i XXIHOK Mana,
NpOTe NOBHICTIO He BUKMtoYeHa. [epebir xBopobu mae
nerky doopmy, a Han4acTiwe OyBaloTb Taki CAMATOMM:

1) pACHI MeHCTpyanbHi BUAINEHHS;

2) KpOBOTEMi, LLI0 BUHUKAIOTL MNiCNs BuaaneHHs
nigHeBIHHMX MurganunH abo 3y6a;

3) HOCOBI KpOBOTEU;
4) xBopoba BinnebpaHaa.




JlikyBaHHA remodinii
Ha XKarlb, ue CI'Ia,EI,KOBe 3aXBOPHOBAHHA B HaAll 4YacC HeBI/IJ'IIKOBHe MOXXHa TiNnbku
npoBOANTU Teparmo I KOHTPOJ1HOBATU I'IepIOJJ,I/IL-IHI I'IpOFIBI/I CUMNTOMIB. ﬂIKyBaHHFI
remodinii 4oUiNbHO NPOBOAMTU B crevjianbHuX KniHikax. Mpu uboMy nauieHT 3aexau
NOBMHEH MaTn y cebe «KHWXKy XBOPOro Ha remodinito», sika MiCTUTb AaHi Npo
rpyny KpoBi nauieHTa, noro pesyc-gakTtop, pisHOBUA XBOPOOU i CTYNiHb TSXKOCTI.

JlikyBaHHA 3axBOptOBAHHA HEOOXIOHO NMOYMHATK, NepLl 3a BCe, 3 BUHAYEHHS UOro

Tuny. MNodanblua Tepanist rpYHTYETbCA Ha BBe,El,eHHI B KPOB BIACYTHIX (aKTopiB
3cifaHHs. [X OTpUMYIOTb 3aBAAKM [OOHOPCBKIN KPOBI, @ TAKOX KPOBI TBApPUH, SKNX

BMPOLLIYIOTb B NEBHMX YMOBaX cneuianbHo Ans uux uinen. Baxnueo He gonyctuty

nepeao3yBaHHA dakTopa, afKe Lie MoXe JOBECTU nauieHTa A0 aHadinakTMyHoro
LLIOKY .

BignosigHo, npu tvni remodinii "A" y kpos BBogutbca VIl daktop,
npu T1ni "B" — IX dpakTop i T.4.

Basnueo! lpn remoginii 3a6opoHeHi BHYTPiLLHbOM'A30Bi, BHYTPILLUHBOLLKIPHI i NiALWKipHI
BBeOeHHs. Bci npenapatu HeobXxiaHo BBOOAUTU B BEHY abo nepopanbHo. [pu

NpoBeAEHHI Dyab-AKMX onepaLin XBOpUM Ha remodinito BBOAATb aHTUreMOMinbHi
npenaparu.




NMpodrinakTuka remodpinii

Haneaxnugilwe Micle npu 60poTbOi i3 3aXBOPOBAHHAM Ma€e NpodinakTuka.
Cim'am, oe € xiHka-Hocin abo XBOpuiA Ha remoqinito YonoB.ik, He
peKomeH,qyeTbcsq 3aBOAMUTU AiTen NPUPOSHUM LLSIAXOM. BI/IXO,EI,OM TYT

byne Tinbku 3aincHeHHA npoueaypu EKO-3annigHeHHs, 1Wo NpoOBOANTLCS
3a NeBHMX YMOB.

ITioaam, XBopuM Ha reModdinito, 3 paHHbOrO BiKY PEKOMEHOYETLCA YHUKATH
TpaBMyBaHHS pi3HOro poAy: iM 3a60POHEHO 3aMaTUCSA He TiMbKK i3UYHOLD
npateto, a 1 6paTn y4acTb y TpaBMaTUYHMX BUAAX CMOPTY, TAKKX, AK XOKEN,
6okc, pyTbon i T. 4. 3i CNOPTUBHNX ANCLUUMIIH AONYCTUMO TiNbKWU NilaBaHHS.

Mpy LbOMY 3aXBOPIOBAHHI KaTEropM4HO 3a6OPOHEHO NpUMaTH
npoTmn3ananbHi Ta 3HebontoBarnbHi NpenapaTu, siKi PO3piaXKyTb KPOB.

[poBoAsyM NpodinakTuKy i NikyBaHHA reMoinito MoXHa 4YacTKOBO
HenTpaniaysaTtu, ane Ao KiHua No30yTucs i NposBiB NMOKN HEMOXITUBO.
[Monpwn ue, noan 3 UMM AiarHO30M Mpu OOTPUMaHHI MPUNKUCIB fiKapiB, 9K
npaBuo, 4OXMUBaKTb A0 CTApPOCTi.

4o crioea. [ eHeTUYHe 3aXBOPOBaHHSA reMoQinisi BU3HAHO HAUAOPOXYMM

y cBiTi. [lopore nikyBaHHA 00YMOBIIEHO B1COKOI BapTIiCTIO MEAMKaMEHTIB,

SIKi BUTOTOBNAOTLCS 3 NNa3Mu JOHOPCHKOI KpoBi. LLlopiyHe nikyBaHHA 04HOro
remodinika obxoautbca NpnbnusHo B 12 TucaY gonapis.



Apyaa ¢hasa 3ci0aHHs Kpoei — yTBOPEHHS TPOMOIHY.
[NopylleHHs uiel asu Hepigko cnocTepiraeTbCs npu
3aXBOPHOBAHHAX MEYIHKN BHACMIAOK 3HWKEHHS CUHTE3Y

B Hi cpakTopis Il (npoTpomOiHy), V (ac-rnodyniny,
npoakuenepuHy), VIl (npokoHBepTUHY) | MOXe NPU3BECTU
0o rinokoarynsuil. Taki NopyLeHHa HacTalTb NP Fino- 1
aBiTaMiHO3i XiHOHIB (BiTamiHiB rpynu K), B pe3yrnbTaTi AKOro
3MiHIOETbCA NpoLec yTBopeHHs |l, VIl Ta IHwnx nnasmosunx
(PakTopIB 3CigaHHs KpoBi (Mpu MEXaHiYHil XXOBTAHULI, EHTEPUTI,
OOLLUMPHIN pe3eKLil TOHKOI KULLKWU, NiKapCbKOMY ANcbakTepiosi).

MopyweHHs apyroi ¢a3u 3cigaHHA KPOBI BUHMKaE Npu
XBOpOOax HMPOK BHACIIAOK MOCUINEHOIO BUAINEHHS 3 CEYElD
Vi VIl i cnagkosomy aediumTi dpaktopis Il, Vi VII. 30inbLUeHHS
BMICTY B KPOBI KOMMOHEHTIB r|p0T|/|3C|p,aan0| CUCTEMMU KPOBI —
aHTUTPOMOIHIB i renapuHy (NP CUCTEMHUX XBOpobax
CNOJTy4YHOI TKAHMHW, NeNKo3i, aHadINakTUYHOMY LLIOKY,
nepeno3yBaHHI renapuHy) TakoX 3yMOBIHOE 3HUKEHHS
YTBOPEHHS TPOMOIHY, O NPU3BOANTb OO KPOBOTOYMBOCTI.



I'Ip|/| NOpyLUEHHI Liei dha3n BUHMKaE 2emMopaziyHul diames,
NOB'A3aHNI i3 3MEHLLEHHAM CUHTE3Y (PIOPUHOreHy B nediHLi,
rnereHsx abo i3 cnagkoBolo rino- Ta adibprUHOreHeMIEIO |
aegiunTom ibpmHcTabinisytodoro dakropa (dpakropa XliI).
[lpoTe 3Ha4YHO YacTille NOpYLIeHHA TPeTbOol ha3u 3cigaHHs
KPOBI € HacnigkoMm nocuneHHsa idopuHoni3y npu TpaBM
(onepadil) nereHb, MaTKu, NigLITYHKOBOI 3a5103U, Npu OrikKy,
LoKy. Lle 3aymoBneHo niaBULLIEHNM HaAXOAXXEHHSM Y KPOB
aKTMBaTopiB NPOIOPMHOMI3NHY (MNa3MiHOreHy) — TKaHUHHKX,
OakTepianbHMX ibpMHOKIHA3, Nerko- Ta epUTPOLINTapPHMX
aKTuBaTopiB, KOMMNOHEHTIB KasiKpelH-KIHIHOBOI |
KOMMIMEMEHTaPHOI CUCTEM, KOMMNIEKCIB renapuHy 3
dibpuHOreHom, npoq3|6p|/|Hon|30M N agpeHaniHom

(Li KomMnriekcu 3abes3nedvyoTb HedbepMeHTaTUBHUI RIOPUHOTIIS,
3a b. A Kyﬂ,pFIIJJOBI/IM)
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["'emopazivyHi diame3u — Ue rpyna 3axBoploBaHb, fAKi
XapaKTepu3yTbCA MiABULLEHO CXUIMBHICTIO OpraHiamy
00 KPOBOTEY | KPOBOBUIMBIB.

['emopariyHi giate3n MarTb PI3HY ETIONOriko Ta MeXaHIi3MU
PO3BUTKY. [ emopariyHun giates Moxe BUMHUKATU 9K CaMOCTINHE
3aXBOPHOBAHHSA, a TaKOX PO3BMBATUCA NPU IHLWLMX NATOMNOMNYHUX
CTaHax. ¥ LubOMy BUMNagKy roBOpPSATb NPO BTOPUHHNM
remoparidHuii giates. Po3pisHAOTb BPOMAXKEHI Ta HAOYTI
remopariyHi giatesun. BpooxeHun abo cnaakoBmn reMoparivyHni
Aiates xapakTepHi Ans TakMx 3aXBOpOBaHb Sk remMoparivyHa
TeneaHriektasil, remodinii, xeopoba [naHumaHa,
Tp0M60Lu/|Tor|aT|| y OiTen i 1.4.

Habytun remopariyHuit giates y aiten i JOPOCNNX € NPOsIBOM
3axXBOPIOBaHb, MOB'A3aHMX 3i 3CiAAHHAM KPOBi Ta CTAHOM
CYAWHHOI CTiHKK. [10 HMX BiAHOCATLCA remMoparidHa nypnypa,
crnajkosa i aesarperaduiiiHi TpomboumTonarii, FeMOpaI'NHVIVI
BaCKyIiT, ypaXKeHHs CyuH npun xsopobax
MEeYiHKU, OTPYEHHSAX NiKaMu, iIHEKLIISIX.




3anexHo Big NPUYNH | MEXaHI3MY PO3BUTKY PO3PI3HAOTL TakKi
TUNU (rpynu) aiatesy:

1. OiaTtesun, 3yMOBIeHi NopyLIeHHAM TpomboLunTapHOro
remocTasy. [1o uiei rpynu BigHOCATLCA TpoMbouuTonaTii Ta
TpoMboumTONeHii. TakoX MOXYTb BUHMKATU MPU NMOPYLIEHH
IMyHITETY, XBOpOGax HUPOK i MEYiHKM, BipyCHUX IHEKLifAX,
nig BANMBOM XiMioTepanii i Benukux 403 pagiadii.

2. [liaTtesn, SKi BUHMKaOTb BHACMIAOK NOPYLUEHHS 3CiAaHHS
kposi. []o uiel rpynu BigHocATb remodinii A, B, C,
(ibprHONITUYHY nypnypy Ta iH. Lli giaTesn MoXxyTb BUHUKATK
BHACNIQOK NPUNOMY aHTUKOAarysrisHTiB abo pibpnHONITUKIB.

3. Oiatesn, obymoBneHi NopyLIEHHAM LiniCHOCTI CyANHHOT
CTiHKW. [Jo HUX BiAHOCATL asiTamiHo3 C, remopariyHuin BacKyniT,
reMopariyHi TeneaHriekrasii.

4. [liaTesu, Lo BUHUKaOTb BHACNIAOK K TPOMOOLIMTapHOro
remoctasy, TaK i NopyLleHHs 3ciaaHHs kposi. [Jo uiel rpynu
BigHOCATb XBOPOOY BinnebpaHaa, Tpombo-remoppariqHui
cuHagpom. Takumn giates MoXXe BUHUKATU Mpu NPOMEHEBIN
XBOpObI, remobiacTto3ax Ta iHLWKUX XBopobax.



Budinsiromb n'smb munie Kpoeomo4usocmi.

 [eMamoOMHUU murn Kposomo4yusocmi — 3a3Bu4au
cnocTtepiraeTbca nNpu remodinil, Npy UbOMY BiA3HAYaAETLCS
HasIBHICTb BENTMKNX reMaToOM, KPOBOBUIINBIB Y Cyrnobw,
KPOBOTOYMBICTL MiCna onepauin.

* KaninsipHui mun kpogomo4ueocmi — xapaKkTepHuUi
ANs TpOoMOoLMTONEHiT, cnaakoBoi Ta Ae3arperawioHoi
TpomboumTonartii. [Mpn TakoMy TuMi KPOBOTOUMBOCTI
BiA3HA4al0TbCA OPiIOHI KPOBOBUMUBY Y BUIMALI NETEXill
abo ekximosiB (OpiGHMX remartom, BinbLUKX 3a neTexii),
a TaKoX KpOBOTEi 3 HOCA, AICEH, MAaTKOBI Ta LLITYHKOBI
KpOBOTEMI.

* 3MiWwanuu mur — XapakTepn3yeTbCs HasABHICTIO remMaToM |
OPIOHUX NNAMUCTUX BUCUMaHb Ha LKipi. CnocTepiraeTbecs Npu
NPUNOMI aHTUKOArynsiHTIB i TPOMOO-remopariyHOMy CUHAOPOMI.

* [lypnypHull mun — XxapakTepuayeTbcs ApiGHMMU
CUMETPUYHUMU BUCUNAHHAMU Ha HWXKHIX KiHUiBKaxX. Takuid Tvn
KPOBOTOYMBOCTI MPOSABNSAETLCS NMPU reMmopariyHMx Backynitax.

 MikpoaH2ioMamoO3HUU mur Kposomo4yusocmi —
XapaKTepusyeTbCA NOBTOPIOBAHMMM KpoBOoTeYamu. BuHnkae
Npu CrnagkoBUX NOPYLUEHHAX PO3BUTKY APIOHNX CYyOUH.



Cumnnmomu 2emopaciyHo20 diame3y



lNopyweHHs1 mpomboyumapHo-cyOUHHO20 2emocmasy
NPOABNATLCA Yy BUrNAAI TOOMOOLUTONEHIT (3MEHLLEHHS
BMICTY TpombouuTiB Hk4Ye 200x109 B 1 n) i TpomboumTonaTii
(AKiCHa HENOBHOLIHHICTb TPOMOOLIUTIB NpU HOpManbHOMY abo
3HWXEHOMY IX BMICTI Y KPOBI).

[prunHO PO3BUTKY MPOM60OUUMOIEHii HEePIOKO € IMyHHI
peakuii, Lo BUHMKAOTb NPU HECYMICHOCTi TPOMBOLIMTapHUX
aHTUreHiB matepi i nnoaa, 3MiHi aHTUreHHOI CTPYKTYpK
TPOMOOUMTIB Mif BNMBOM BipYCiB (KpacHyxa, Kip), NikapCbKnx
3acobis (cynbaHinamigHi npenapatu, HaTpito napa-
amiHocaniuunar), y pasi BUpobrneHHss aHTUTPOMBOLMTapHNX
ayTOaHTUTIMN (XPOHIYHWI NIMPONENKo3, CUCTEMHI XBOPO6U
CMOMYYHOT TKaHWHMW, idionaTnyHa TPOMOOLIMTONEHIS).
TpombBouuToneHia po3BNBAETLCA BHACNIAOK Al Ha
MerakapioLuTapHUN POCTOK KICTKOBOIO MO3KY iOHi3yto4oro
BUMPOMIHIOBAHHSA, XiMiYHUX pe4oBUH ab0 BUTICHEHHS MOTo
NyXITMHHUMW MeTacTasamMn, NENKO3HUMIN iHpiNnbTpaTamum.

(St R 3t )

B Hopmi TpomGoum



[o npu4nH TPOMOOLIMTOMEHIT HANMEXUTb TaKOX MeXaHIYHe
YLWKOOXKEHHS TpOMBOUMTIB Npu cnneHomeranil, WTy4YHUX
KnanaHax cepusi, a TakoXX NoCcuUneHe CroXxmBaHHA TpoMbOounTIB
Npyn nokanbHOMYy i reHepaniaoBaHOMY BHYTPILLHbOCYANHHOMY
3CigaHHI KpoBi. SHMKEHHA TPOMOOLIMTONOE3y MOXe Dy TH
cnagkoBuM OedeKTOM YTBOPEHHS TPOMOOUUTIB, Yy TOMY YKUCHI
aediuMTom TpoOMOOLMTOMNOETHHIB.

MexaHi3amMm po3BUTKY mpombouyumoreHii NoB'a3yloTb
3 TpbOMa paKTopaMMu:.

1) noCUNEHNM PYNHYBaHHSM;
2) HegoCTaTHbLOK MPOAYKLUIE;
3) NigBULLEHMM BUKOPUCTAHHAM TPOMOOLMTIB.

3ararnbHi NpyHUMNY hbapMakoKOPEKLiT OXOMMoThb
nepennBaHHSA CBiXKOI KPOBIi, aHTUreModinbHOI Nrasmm
(remodbinist), 3aCToCyBaHHA aHTUreModinbHOro rnodyniHy,
reMocTaTUYHUX 3acobiB, YCyHEHHS NMopyLLEHb CKOPOTIIMBOI
30aTHOCTI i MPOHUKHOCTI CTiHKM CyaVH, HOpMari3aLito
TpoMboumTonoeay Ta NPoAyKLUil NnasmMoBmx PakTopiB 3CiaaHHS
KPOBI.



laionaTn4yHa TpoMboumuTONeHi4YHa nypnypa

laionaTnyHa TpomboumuToneHiyHa nypnypa (ITI1),
(cumnTomokomnnekc Bepnbrodga) — nepBuHHa
TPOMOOLINTONEHIA 3 ayTOIMyHHUM MeXaHi3MOM YTBOPEHHS
aHTUTPOMOOLIMTAPHUX aHTUTISI.

OcCHOBHa 03HaKa 3axBOPHOBaAHHA — 3HMXKEHHS KINIbKOCTI
TpombouuTtiB MeHwe 150x109 /n (Hopma TpomMboUUTIB KPOBI —
180-320x109/n).

loionatuyHy TpoMOoLMTONEHIYHY Nypnypy (ayTOIMYHHY)

cnif Biapi3HATU Bif, iMyHHOI (reTepoiMyHHOI) TPOMOOLIMTONEHIT,
LLIO BUHMKAE Micnsa nepeHeceHol BIpYCHOI iHdbekLiTl abo npunomy
neskmx nikapcbkmx npenapartis. ['eTepoiMyHHi TpomOouMTONEH|
3a3Bu4Yaln rocTpo BMHUKaOThL y AiTel Ta 0Cid NiTHLOro BIKY.
[Micns BiaMiHW Npenaparty KinbkicTb TPOMOOLMTIB MOCTYNOBO
BiAHOBMOETLCA. KpOBOTOUMBICTL 3BUHANHO BMPaXXeHa
HEe3Ha4Ho. Y noaanbLIoMy TPOMOOLMTONEHIA HE BUHMKaE

Ha BiAMIHY Bif ayToiMyHHOI TpOMObOoUMTONEHIYHOT Nyprypw,

LLIO Ma€ XPOHIYHMWN Nepeoir.



[laToreHes. [leCcTpyKuis TPOMOOUMTIB, NOKPUTUX
ayToaHTuTinamm (imyHornobyniHamu knacy G), BUHUKae
BHacnigokK IxX paroumMTosy Makpodgaramu B cenesiHui, neviHu|
abo B 00ox opraHax. CepenHsl TpUBanicTb XMTTS TPOMOOLUTIB
npu [Tl Hepigko ckopoyyeTbca A0 15 rogauH, Toal 9K B HOPMI
BoHa cknagae 220 roguH. AHTUTING MOXYTb OyTU HanpaBreHi
AK MPOTU aHTUreHiB TPOMOOLIMTIB, TaK i NPOTW aHTUTEHIB
MerakapiouuTis. B ocTaHHbOMY BUMNAAKY KiNbKICTb
MerakapiouuTiB B KICTKOBOMY MO3KY XBOPUX NMOHUXKYETbLCA.

Knacudikauis
3a nepebirom po3pi3HATb 2 popmu ITT:

1. Focmpa — 3 panToBMM NOYaTKOM Yy AiTen BIKOM Bia 2 A0
6 pOKIB Ta CNOHTAHHUM O4YXaHHAM 00 6 MicALIB.

2. XpOoHi4yHa — 13 NpUXOBaHNM NOYaTKOM, PiAKMMM
CMOHTaHHUMW peMICIaMM | YacTumn peumaneamu. ik
3axBoproBaHocCTi Yy Biui Big 20 oo 40 poki..

XPOHIYHI dpopMU NMoAINATLCH Ha BapiaHTU:
* 3 PIOKMMU peLngnBaMu;

* 3 YaCTUMW peLUngnNBaMU;

» DesnepepBHOpPELUONBYIOYMN NEPEDIr.



3a nepiodoM xeopobu BUAINAIOTL 3aroCTpeHHs (Kpus),
KNiHIYHY pemicito (BiACYTHICTb OyAb-AKMX NPOSBIB
remopariyHoro CUHApPomy npu 30epexxeHHi TPOMOOoLMTONEHIT)
Ta KNIHIKO-remMaTosoriyHy pemicito.

KniHiyHa KapTuHa

XpoHiyHoto popmoto ITT1 xBopitoTb NepeBaxkHO XiHkn (3:1).
KpOBOTOUMBICTb HOCUTb MIKPOLIMPKYNATOPHUI XapakTep:
KPOBOBWUINMBW Ha LUKIpI MaloTb BUIMA4 NeTexin Ta ekxiMosis,
BUHWKAIOTb NIiCNA HEBESIMKNX TPABM Y1 CMOHTAHHO,
NnokaniayrTbCca Han4vacTille Ha nepeHii NoBepxHi Tynyba
YK KiHUIBOK. [TovaTok 3axBoproBaHHA OyBa€ SK roCTPUM, TaK i
NOCTYNOBKM, KON TPOMOOLIMTONEHIA BUABNAETLCA BUMNAAKOBO
NPy NOMIPHO BMPaXeHMX KNiHiYHMX nposiBax. OCHOBHUM
CUMMTOMOM 3aXBOPHOBaHHS € KPOBOTOUMBICTb NeTexianbHO-
NAAMUCTOro TUNY y BUrNSA4i LWKIPHMX remoparm Ta KpOBOTEY
K CIIM30BNX 0DOMNOHOK. Benuki KpoBOBUIMBY 3'ABMNAIOTLCS B
MicUAX iH'ekUin. CnocTepiratoTbCs AK CBIXI, Tak | cTapi LWKIPHI
remoparii. Y Taknx Xxsopmx rno3nTUBHI CUMMNTOMWU OXKryTa i
LLIMMKa.



CvMmnToMum igionaTtM4HOI TPOMOOLIMTONMEHIYHOI NypnypU



XapakTepHOK 03HAKOH 3aXBOPHOBAHHS € KPOBOTEMI I3 CNIN30BUX
ODONOHOK: HOCOBI, 3 AACEH, LUMYHKOBO-KULLKOBI, HUPKOBI,
KpoBOXapkaHHS1, Y KIHOK MaTKOBI KpOBOTEYI Y BUIMSA|
MeTpoparin. KpoBoTeui 3 ACeH BUHUKAIOTb NICNs eKCTpaKu,il
3ybiB. ['emaTtypis, meneHa, kpusaBa b6NntoBOTa — HEXapaKTEPHI.
Y 10-20% xBopux BigMiYaeTbCA NOMIpHA crnsieHoMeraris
(YacTiwe 3a gaHnmun Y3[).

AdiarHOCTUYHI KpUuTepil

1. BigcyTHICTb 3B’13Ky KPOBOTOYMBOCTI 3 Oyb-SKNM
nonepenHimM 4 ooOHOBNM 3aXBOPIOBAHHSIM.

2. 'emopariyHum cuHapom 3 netexianbHO-eKXIMO3HUM TUMOM
KPOBOTOYMBOCTI.

3. TpomboumnToneHisa B nepndepunyHin kposi (Hmx4e 150-
100x109/n — oo ogMHNYHMX TPpOMBOUUTIB B Npenapari).

4. No3nTUBHI «CYONHHI» Npobu (OXryTa, Wmnka, MaHXeTKkoBa
Ta iH.).



5. «BigneyaTkoBi» KpOBOBUITMBW Ha LUKIPI (MPU HOCIHHI TICHOro
oasry, nosAcie, nicnga rnmMbokol nanbnauil Ta iH.)

6. MNogoBXeHHSA Yacy KaninspHol KpoBoTeui (Npoba ['toka) npu
HOpMaribHMUX NOKa3HMKax Yacy 3cigaHHa Kposi 3a Jli-YauTom.

/. MNopyweHHA peTpakuil KpOB'SSHOrO 3rycTKy (3HUXEHHSA IHOEKCY
meHLwe 40%)

8. BuaBneHHs aHTUTpOMOOUUTAPHUX aHTUTIN (3a METOAOM
[ikceHa, 3a gaHumn [PA).

9. MigBnLLEHHSA PIBHSA LMPKYNOO4YNX iMyHHUX komnnekcis (LK),
iIMyHOrnobyniHis knacy G.

10. NoegHaHHA TPOMOOUMTONMEHIT 3 ayTOIMYHHOI reMOMITUYHOO
aHeMielo (no3nTmeHa npsiva npoba Kymbca) — cmHapom EBaHca-
diwepa.

Y nepudpepunyHIin KpOBI Micna pACHOI KPOBOTENI — KapTMHA rocTpol
nocTreMopariyHol aHeMil, Npy NOBTOPHUX eni3ogax — XPOHiyHa

noctreMopariyHa aHeMmida pi3HOro CcTyneHsa BUpakeHocTi. B KicTkoBomy
MO3KY — rinepnrna3sig Mmerakapio- Ta epuTpoLnuTapHOro NnapocTKiB.



ATaKcifi-TeneaHriekrasis

ATakcisi-teneaHriekrasifa (AT abo A-T), Takox Bigoma fiK
aTaKTUYHO-TesIeaHrioeKTaTU4HMN CUHAPOM adbo CUHAOPOM
INyi-bap, — pigkicHe, HenpogereHepaTUBHE, ayTOCOMHO-
peLecuBHe 3aXBOPIOBAHHA, LLO BUKIMKAE BaXKy IHBaANIOQHICTb.
ATaKcCis BKa3sye Ha NMopyLleHHA KoopauHauil, a TeneaHriekrasis
Ha HEBENWKI PO3LLUMPEHI KPOBOHOCHI CyaAuHU, 0buaBi 0O3HaKamu
XapakTepHi Ansa gaHoro 3axBoproBaHHS.

A-T Bpaxae pi3Hi YaCcTUHU Tina:

1) Bpakae neBHi OINIAHKA MO3KY, BKIMHOYa4YM MO30YOK,
BUKNMKaO4YM TPYLOHOLLI 3 NepecyBaHHAM | KOOpAUHALIE;

2) nocrnabntoe iMyHHY CUCTEMY, BUKIMKAKOYM CXUIBHICTb 0
IHdeKu|T;

3) 3anobirae BigHoBreHHO nowkomxkeHnx OHK, 30inbLwyoyn
PU3UK paky.



HanvacTiwe cmmntomMmu BnepLue 3'aBnaioTbCA B paHHLOMY
OVUTUHCTBI (CTadil MmarntokKa), Konu Qit No4YnHatoTb XO4UTH.
Xo4a 3a3Bunyaun BOHM NOYNHAKTb XOAUTU B HOpManbHOMY Bily,
BOHU MOXUTYOTbCA abo KonmBaroTbCcA Npu xoabbi, cTtosum

abo cnaauun, Mmoxke 3gaBaTucs, Hibm BOHU N'AHI (amakcis).
HanpuKiHUI OOLWKINBbHOrO | NoYaTKy LWKIbHOMO BIKY, Y HUX
BUHUKAIOTb NpW 3MiHI nornagy npupoaHMmM YMHOM 3 O4HOro
MicuSA B iHWeE (OKopyxoea arpakcisi). Y HAX pO3BMBAETLCH
HeBMpasHa abo cnoTBopeHa MoBa (du3apmpisi) i npobnemu

3 KOBTaHHAM. [leqaki yacTille XBOPiloTb Ha IHAPEKUIl AnXanbHUX
LNAXIB.Y 3B'A3KY 3 TUM, LLIO HE BCI OITW PO3BMBAKOTLCA B TIN Xe
MaHepi U 3 PI3HUM TEMIMOM, MOXXe NPOUTU KiNbKa POKIB, nepLu
Hi>K Byae BUCTaBMeHUN npaBunbHUN giarHos. binbwicTb aiTeun
3 A-T matoTb cTabinbHy HEBPOMOriYHY CUMNTOMATUKY MPOTArOM
nepwmx 4-5 poKiB XUTTH, ane B MONOALLOMY LUKINIbHOMY BILl
NoYmnHae NpoABNATUCA 36iNbLUEHHS Npobem.



TeneaHziekma3sisi (pO3LLMPEHI KPOBOHOCHI CyAUHU) MO
BinkoBi 000NOHLI (CKnepi) o4en, pobnsaYn IX YHEPBOHUMM.

He BUHUMKAIOTb B IPYOHMX OITEN, MOXYTb BnepLue 3'9Bnatmca y
Billi 5-8 pokKiB. TenieaHriekTasii MOXYTb TaKOX 3'ABMAITLCA Ha
OINsHKaX LWKIpW, BIOKPUTUX ONSA COHAYHUX NPOMEHIB.




femopariyHun BacKkyniT

lemopariyHuu BackyniT (xsopoba LlleHnenHa-NeHoxa,
IgA - acouinoBaHU BACKYNIT) — Lile CUCTEMHE 3aXBOPIOBaHHS,
BUKIMKaHe MOLLUMPEHUM 3ananeHHsaAM OpibHMX cyaviH, apTepion,
OPIOHNX Kaninsapis, a TakoX HaBKONOCYAMHHUM HaOpPsAKOM 3
IHINbTPaLieto KNiTUHaMKN KpoBI. 3a3Bn4Yan crocTepiracTbes
ypaXKeHHs1 LLKIPK, LUYHKOBO-KMULLKOBOIO TPaKTy Ta HUPOK.
[TowmpeHicTb remopariyHoro sackynity (I'B) gocarae 23-25

Ha 10000 HaceneHH4.

ETionoria. [lo eTionoriyHux (nyckoBux) dakTtopis ['B BiaHOCATL:
IHgpeKUIl (pecnipaTopHi, BIpYCHI, CTPENTOKOKOBI, TOLLO),
BaKUMHaUll, yKyCc/ KOMax, NepeoxoniomkeHHs. HaBeaeHi
drakTopu 3anycKarTb CyaNHHY BiANOBIAb 3 Ypa)KEeHHAM OpiOHMX
CYOVH KPOB'AHOTO pycna y BUrnsAi BiaknageHHs cneunaivHmnx
IMYHHUX ,El,eI'IOSI/ITIB a TakoX NopyLUeHHAM CUCTEMW 3CigaHHSA
KPOBI | 3MIHOO B'A3KOCTI Camoro cyocTpaTy KpoBi.
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[NaToreHe3. Ha ceHcnbinizoBaHOMY (POHI NOBTOPHA AiS
drakTopiB BUKINUKAE rOCTPUN iIMYHOKOMMIIEKCHUW aHrIIT APiOHMX
CyaANH 3 MaCMBHUM MOLUKOOXKEHHAM eHaoTesnianbHUX KMNiTUH |
3anyCckomMm CUHOPOMY AUCEMIHOBAHOIO BHYTPILLHLOCYANUHHOIO
3CigaHHSA. Y XBOPUX B aKTUBHIN (pasi XBOpoOWU 3HaXoOATb
nigsuLLeHHA B cupoBatuil Kposi IgA | LK, wo mictate IgA.

[Tpu TsHKKNX doopmMax 3HaxoasaATb PiIGPUHOBI 3MiLLaHI TPOMOU
B MiKpOoCyauHax: B MNeTNsAX KNyOouKiB, KULLEYHUKY, FONTIOBHOMY
MO3KY (MIKpOTPOMOOBACKYIIIT).

3aranbHonpumnHAToIl Knacudikauii F/B Hemae. Y pobounx
Knacudpikauigax ['B, ski 3anponoHoBaHi | BAKOPUCTOBYHOTbLCA B
KMiHIYHIW NpaKTuUi, BUSHAYEHHS KITiHIYHMX doopM BasyeTbca Ha
BpaxyBaHHI KOMOiHaLIT KMiHIYHUX CUMIMTOMIB, HASBHICTb SKUX
BigobparkeHa B Ha3Bi KriHIYHOI dpopMn abo Ha OCHOBI BUAINTIEHHS
NPOBIAHOrO KMiHIYHOro cnHapomy (LkKipHa, abo npocTa,
cyrnobosa, abgomiHanbHa, brnmckaBu4yHa gpopmu, 3
NigKpeCcrneHHAM HagBHOCTI LWKIPHOrO BapiaHTy npu BCIX popmax.



[MepenbavaeTbca BU3HAYEHHS CTYyNeHs1 TAXKKOCTI, BapiaHTIB
nepe0iry (2ocmput — go 1,5-2 Mic, 3amsixHuUU — fo 6 mic,
XPOHIYHUU peuudueyfoquu — noHaa 6 mic i OinbLue 3
nepiogamMm 3aroCTpeHHa peMicil).

3a CTyneHeM TSXKKOCTi reMopariyHoro Backynity BUAINAOTb:

KniHiyHa kapTuHa. 3axBOprOBaHHSA NMPOABAAETLCA AEKiNTbKOMa
abo ogHUM cMHOpPOMaMMN:

LLIKIDHMW: 3yCTpIYalOTLCA OYXXe YacCTo | XapaKTepuayTbCH
MOHOMOPMHUMUN CUMETPUYHUMU BUCUMAHHAMM NanynbO3HO —
reMopariyHoro xapaktepy Ha po3rMHanbHUX NOBEPXHSX
KIHLIIBOK, SKi 30epiratoTb nirmeHTauito (IV (nypnypHuin) tmn
KPOBOTOYMBOCTI).

LLIKipHUl cuHOPOM XapaKTepHWUIN Ha CaMOMy NnoYaTKy
reMopari4yHoro BacKysiTy i CNOCTEpPIraeTbCA Y BCiX XBOPUX.

BiH xapakTepuayetbca AMy3HUMU NIAMUCTO-ManyNnb03HNUMM
reMopariyHMmn eneMeHTamm pisHoro posmipy (4acTie
OPiIOHMMK), SIKi HE 3HMKAIOTb NPW HAaTUCKaHHI. Y Aesikux
BMMNajKax crnocTepiraeTbCsA ypTUKapHUM Bucun. BucrunarHs
3a3BMYal PO3TaLLIOBYHOTLCA CUMETPUYHO Ha LUKIPi FOMISIOK,
CTErOH i CigHMLUb, B obnacTi Benukmux cyrnobis, piaLle — Ha LKipi

PYK | Tyny6a.



PACHICTb BUCUMNAHb 4YaCTO KOPESIOE 3 TAXKKICTIO reMmopari4yHoro
BackyniTy. [lpn HanbinbLl BaXXKOMy MOro nepebiry B LEHTPI
OEAKNX eNeMeHTIB BUCUMY PO3BUBAETLCA HEKPO3 | YTBOPHOETLCH
Bupaska. [licns BUCMNKM 3anunLLIaeTbCs JOBrOCTPOKOBa
rinepnirmeHTauis. lNpu xpoHiyHoMy nepebiry remoparidyHoro
BACKyniTy 3 YaCTUMM peunamBamMmm Ha LLKIpI NiCNsa BUCUTKK
BUHUKAE NYLLEHHS.

Cyanioboe8uli: BAHUKAE pa3oM 3 LLKIPHMM abo nicrnsa HbOro y
binbocTi xBopux. MoXXyTb cnocTepiratucs TiNbKu apTpanril
PiI3HOI iIHTEHCMBHOCTI abo noniapTpuT, 00YMOBIIEHNN
nepuapTPUTOM | CUHOBIITOM. XapaKTepHO BTATHEHHSA B MPOLEC
KPYMNHMX CcyrnobiB (KONiHHI, TOWO), CUMETPUYHICTD.

Cyrnoboswuii cuHapom po3suBaeTbea Yy 70% nauieHTiB 3
remopariYHum BackyniToM. YpaxeHHsl CyrnobiB MOXyTb HOCUTK
KOPOTKOYaCHUN XxapakTep y BUrNsAAi nerkoi aptpanrii abo
30epiraTuca NpoTArom AeKinbKOX AHIB 3 BUpaXXeHUM 00NboBUM
CUHAPOMOM, LLIO CYNPOBOAXYETHCS IHLLUMMU CMMNTOMaMW
apTpUTy (NOYEPBOHIHHSA, HAOPSAK) | NPN3BOANTM 0O OOMEKEHHS
pyxiB B cyrnobi. TunoBumM ans remMopariyHoro BackyniTy €
NeTIoUN XapaKTep ypakeHHs i3 3any4YeHHAM nepeBaxHo
BENUKNX CcyrnobiB, YacTille KOMiHHMX | FOMISTIKOBOCTOMHMX.



CyrnoboBuii CMHOPOM MOXe 3'ABUTUCA B NMOYaTKOBOMY nepiofi
remopari4yHoro Backynity abo BUHMKHYTU Mi3Hiwe. Hanvacriwe
BiH Ma€ MUHYLLIMN XapaKTep | HIKONU HE NMPU3BOAUTL A0 CTINKOI
noedopmadii cyrnoois.

ABgomMiHanbHUN: YacTile cnocTtepirarnTbes y aiten (54-72%),
NPOSABMNAETLCS IHTEHCUBHMMU HanagonodibHumm 6onamu B
XXUBOTI, HYyQOTO, OSIFOBOTOO, NOABOIO KPOBI Y BOBOTHMUX
Macax | Kani.

Ab60omMiHanbHUlU cCUHOPOM MOXe NnepenyBaTy LLKIPHO-
CyrnoboBumM nposiBaMm remoparidyHoro Backynity abo
CynpoBoaXXyBaTtu iX. BiH NposBnsAeTbCA 60NAMMN B XKUBOTI
PI3HOI iIHTEHCMBHOCTI Big NOMIPHUX OO0 HanagonodibHMX o
TUNY KALWWKOBOI KOMbKN. [NauieHT YacTo HE MOXYTb BKa3aTu
TOYHY riokanisadito bonto, ckap)aTbcs Ha NOPYLIEHHS CTinbLS,
HYAOTy Ta OnoBOTY. BOSIi B XMBOTI MOXYTb 3'ABNATUCS KiNbKa
pasiB NpoTAroM Aobwu i NpoxoAsaTbe MMMOBOSi abo B nepLi
KinbKa OHIB NiKyBaHHSA. Y Ba)XKMX BUNagkax remopariyHoro
BaCKyniTy BUHUKAIOTb LUTYHKOBO-KULLIKOBI KPOBOTEMI, LLO
CYNpPOBOOXYOTbCA KpUBaBOK OIOBOTOKO | MPUCYTHICTIO KPOBI
B KanoBux Macax.



Hupkoeuu: BnHunkae y 12-50% xBopux, NpoABNAETbLCA
AK HEPUT 3 ce4OBUM ab0 HEPPOTUYHUM CUHOPOMaMM.
[Npun roctpux oopmax ['B 3akiHUyeETECA OAYXAHHAM, Npw
XPOHIYHOpeLnavBytoHOMYy nepediry — MoXIMBMK nepexin
B XPOHIYHNM HEPPUT 3 PO3BUTKOM XPOHIYHOI HUPKOBOI
He4OCTaTHOCTI.

YpaxXeHHsi HUPOK € HAaNCTINKILLMM CMHAPOMOM reMopariyHoro
BACKYJITY i MOXe NpM3BOANTU A0 PO3BUTKY HUPKOBOI
HeJOCTaTHOCTI.

KpiMm TMnoBmx nokanisauin goBeaeHa MOXIUBICTb YpaXKeHHS
CyOWH roNoBHOr0 MO3KY, MO3KOBMX ODOMNOHOK Ta NPOSABNAETLCH
3anamopoYeHHAM, OpaTiBMUBICTIO, FONOBHUM Donewm,
eninpuctynamu i MoXxe Npu3BecTn 40 PO3BUTKY remopari4yHoro
MEHIHrITY abo KpOBOBUITNBY B PEYOBUHY FOFTIOBHOIO MO3KY
(remopariyHum iHCYIbT).

YpaxeHHs1 iIHWuUX op2aHie nNpu remopari4HoMy BacKyIliTi
BiAOyBatloTbCA AOCUTL pidko. Lie moxe OyTu remoparivyHa
NHEBMOHIS y BUIMSAI KaLto 3 NPOXMkaMmu KpoBi B MOKPOTUHHI
Ta 3a4MLLUKK, KPOBOBUNUBU B eHOOKap4d, remopariyHum
nepukapauT, MiokapauT.



o O1 b~

3axBOpoBaHHA NPOTiKae 3 NMxomaHKo (cybdgebpunbHoto abo

doebpunbHOL0), HEPIAKO 3 anepriYHUMMN peakuisiMum
(KponmBHMLSA, HABPAK KBiHKE).

[diarHOCTUYHI KpUuTepil

: I'IepeBa>|<aHHs| yPaXXeHb LIJKIpI/I 3 HasIBHICTIO 3anaribHOI OCHOBM

(epMTema) 3 yLLI,IJ'IbHeHHFlM I'II,EI,BVILLI,eHHFIM efieMeHTIB BUCUIKM,
1X CI/IMeTpl/IL-IHICTb 3anuLuKoBa nirMeHTauis CIpOI'O KOJ1bOPY | T.4.

. KombiHauis NnanyrnboO3HO- reMOparquoro BUCUIY HA IJJKIpI 3

cyrno6oBuM i abgomMiHanNbHUM CMHOPOMaMK, TUNOBa Tpiaaa).

. YepryBaHHs nepiofis cunbHoro 6orno npu abgomiHansHoMy

cuHApoMmi 3 6e30onboBMMU NpoMiXKKamn (1-3 roa) i KynyBaHHAM
Borso nicnga Nnpu3HayYeHHs renapuHoTeparil.

. INigBuweHHa B cuposaTtui IgA | IgA-BmicHUX LLIK.
. linepdibpuHoreHemis, 36inbweHHa CPB.
. [poTelnypida, MIKpo- | MakporemaTypia B cedi Npu ypaxKeHi

HUPOK.

. No3uTuBHI pesynbtatn napakoarynsauinHux tectis (ET, MNCT)

npu po3BuTky B3 — cuHapomy.

. HopmanbHun BmicT TpombouuTis.



2. llipBuLeHe 3cigaHHA KpOBI
(rinepkoarynsuis)

[lideuweHe 3ci0aHHs Kpoei (2inepkoa2ynayisi) moxe byTu
3yMOBIEHE PI3HMMMK MeXaHi3amamu, Hanpuknag aktmeaLieto
3cijaHHA KPOBi Npu 30yAKeHHI cuMnaToagpeHanoBol CUCTEMY
(6inb, cTpec) i NiagBNLLEHOMY HaAXO)KEHHI B KPOB
NPoKoarynsHTIB Ta akTUBATOPIB 3CiJaHHs KPOBI NPy MacuBHOMY
YLWKOMKEHHI TKAHUH (TpaBMa, 3anasieHHs, WOK, BigluapyBaHHS
nraueHTn TOLWO).

["'emMopaziyHuU diame3 oXonnioe rinokoarynauiviHi
koarynonaril i TpombouuTonarii. Tpomb6oginiyHul diames
npeacTaBneHun rinepkoarynauiitHummn koaryrnonarisMu,
TpombouunTo3amu i Bazonatiamu. TpombozemopazivyHul
CUHOPOM XapaKTEPU3YETbCA CXUMBHICTIO A0
TPOMOOYTBOPEHHS, L0 MOEAHYETLCA 3 KDOBOTOUMBICTIO.

B ymoBax natonorii nopyLuyeTbca gisionoriyHa piBHoBara
MK 3CiganbHOM | NPOTU3CigarbHOK CUCTEMaMM KPOBI.



TpOMGOuMT_os — 36inbL|4eH|-!9-| KiINIbKOCTI TpOM60_LI,l/ITiB B OAUNHUL
ob'emy kpoBi (1 mMkn). KinbkicTb TpoMOoOUUTIB nignopsakoBaHa
HEpPBOBO-BEreTaTMBHUM | FOPMOHalbHUM BMJSIMBaM.
TpOM6OLI,VITO3 cynpoBoAuTb baraTto 3axBoptoBaHb (J'IeI/IKeMII-O
noniueTuMmito, BTOPUHHY aHEMIKO), MOXKIMBA MosiBa MOro i nicns

onepaTuBHUX BTPy4YaHb. 30iNbLUEHHS KillbKOCTi TPOMBOLNTIB —
OOMH i3 dbaKTopiB MiABULLEHHS 3CiJaHHSA KPOBI.

TpomMbouuToneHisi — 3MEHLLEHHS KiNbKOCTI TPOMOOLINTIB B
OAVHULI 00'emy KpoBi (1 MKN) — oAHa 3 HalYacTIlnx popm
remopariyHoro giateay.

[TpuymHamMyn TPOMOOLUTOMNEHIT MOXYTb OYTHU:

1) imyHO-aneprivHi peakuii (i3o- 1 ayToceHcuOinisauis XiHiHOM,
aHTUOIOTKaMN Ta iH.);

2) I0Hi3ylo4e BUNPOMIHIOBaHHS (NMpomMeHeBa xBopoba);
3) IHQEKUIT,
4) cnagkoBi pakTopu Ta IH.



MexaHi3m po3eumky mpomboyumoneHii Nonsarae B TOMy LLO
npurHiyeHe BUpobneHHs TpoMboLmnTiB abo Ix HagMipHe
PYMHYyBaHHS B KPOBI N BNIIMBOM €TIONOriYHMUX (hakTopiB
NPM3BOAUTL A0 NiABULLEHHS NPOHUKHOCTI CTIHKM Kaninsapis
3HMKEHHS IX TOHYCY (HecTa4ya CEPOTOHIHY), a TaKoX PiBHS
TpoMOoUUTapHMX OaKTOPIB 3CidaHHS KPOBI | peTpakToay.

OCHOGBHI KniHi4YHi 03HaKu: KpoBOoTeYa i3 Crin3oBux 0H60STIOHOK
HOCa, ACEeH, MaTKMN, KULLOK, KDOBOBUIMNBYK B LWLKIPY. TpmBanictb
KpoBoTeui — noHag 10 xB (3a [lykoto), B HOpMi — 2-3 XB;
YTBOPEHHS €HOOreHHOro TpomMoonIacTuHy NopyLUEHe.

3az2asibHi NpuHyunu ghapmMaKoKopeKuyii nonsaratoTb B
YCYHEHH|I OCHOBHOIO 3aXBOPHOBAHHS, 3aCTOCYBaHHI
reMocTaTU4HUX (KanbLito Xnopua, pyTuH, ackopbiHoBa KMcnoTa,
aMiHOKanpoHOBa K1CNoTa) i CTepoiaHMX npenaparTiB (KOPTU3OH,
I'IpeLI,HI3OJ'IOH) ycyHeHHl anepreny, BITaMIHOTepaI'III

Normal Thro ombeocytope

Tpom6ouuTtos { - @O %9 TpomGouuToneHis



Tpombouyumonamisi — rpyna remopariyH1x CUHOpOMiB,
3YMOBIIEHUX BPOAXXEeHO abo HabyTo AKICHO
HEMNOBHOL|IHHICTIO, ANCHYHKLIiE TPOMOOLNTIB.
TpombouuTtonaTia € ogHIeED 3 HaNnYacTILWMX MPUYNH
KPOBOTOYMBOCTI.

Po3pisHaloTb cnadkoei mpomboyumonamii i Habymi
(ayTo-, I3OIMyHHI peakuil), Wwo cynpoBoasaATb remobnacrosu,
aHeMito (NoB'A3aHy 3 AediLMTOM LiiaHokobanamiHy), XpoHIYHy
HEeOCTaTHICTb HUPOK, BXXNBaHHA OEAKNX NiKapCbKuX 3aco0iB,
Oit0 TOKCUHIB, MacuBHi TpoMb03K Ta iH.

KinbkicTb TpOMOOLUTIB Y KPOBi Npu TpoMbouuTonarii
NPaKTUYHO He 3MIHIOETbCA. 3HWKEHI Npoueck aaresii

(ocigaHHA TPOMOOLINTIB Ha YLIKOMKEHI NOBEPXHI BHYTPILLIHBOI
ODONOHKKN CyauH) Ta arperaduii (npunmMnaHHA TooOMOOLIMTIB OAMH
[0 OAHOro nig BNAMBOM (haKTOPIB 3CiAanbHOI CUCTEMM KPOBI).
Po3BnBa€eTLCA MIKPOLMPKYNATOPHUN TUM KPOBOTOYNBOCTI
(KpoBOTEYI 3 HOCa, MaTKM, remopariyHMM BUCUI Ha LLKIpi Ta iH.)

3az2asibHi npuHyunu ¢gapmakoKopeKyii OXonnTb
YCYHEHHSI OCHOBHOIO 3aXBOPIOBAHHA W aneprexy,
3aCTOCYBaHHA reMOoCTaTUYHUX npenaparTie, HopMarni3auito
TpoMbOoLNTOMoe3sy.



Xeopoba BinnebpaHoa — cnagkoBe 3aXBOPIOBaHHSA KPOBI,
LLIO XapaKTepn3yeTbCsA BUHUKHEHHAM eni30ANYHUX CMOHTaHHUX
KPOBOTEM, SAKI CXOXi 3 KpoBOTEYAMU NpU remodinil.
3axBOpOBaAHHS yCnaJKoBYETbCS 3@ NPUHLUMOM ayTOCOMHOTO
OOMIHYBaHHS | NoB'A3aHe 3 AediunToM akTopa oH
BinnebpaHaa, skun bepe y4yacTb B aaresii TpomoouunTis

Ha konnareHi | 3axuwae VIl goaktop Big npoTteonisy.

Mpun pediunTi bakTopa doH BinnedbpaHaa, VIII dpakTop
NigaaeTbCAa NPOTEONi3y i NOro BMICT y NMna3mi 3HMXYETbCS.
Kpim Toro npu xsopobi BinnebpaHaa 3HMXYETbCA BMICT
CEPOTOHIHY | pO3BMBAETLCA NaToONoriYHa Annaradis cyavH

Ta NiaBMLLEHHS 1X NPOHMKHOCTI. [Npun xBopobi BinnebpaHaa
CrocTepiranTbCa HaWAoBLLI KPOBOTEYI Yepes Te, L0 Y XBOPUX
NOPYLLEHI BCi TPX NaHKN remocTasy.

€ Tpu dpopmmn xBopodbu Binnebpanaa: ycnagkoBaHuim, HabyTum
Ta ncesao (abo TpomboumMTapHUA) TUMN. BUOKPEMMIOIOTL TPU
TUNM cnagkoBoi XxBopobu Binnebpanaa: XB Tun |, XB Tun I, i
XB llI. Ang Tuny Il XB icCHYOTb YOTUPKU PI3HI NIATUNN.
TpombouutapHum Tnn XB Takox € cnagkoBnUM 3aXBOPHOBAHHSI.



XB | Tvny HannowupeHiwa, | NpoTikae, 9K NpaBuno,
0e3CcMMNTOMHO abo NPOSABNAETLCA NEFKUMIU CUMMNTOMaMMU,
TaKMMM SIK HOCOBI KPOBOTEMI. ICHYIOTb pi3HI hakTopw, SKi

BMNMBAOTb Ha NPOSBU | TSXKKICTb cumnToMiB XB, Taki sik rpyna
KPOBI.

[lpnynHa KpoBOTEY — NOPYLLEHHS 3ropTaHHs KpoBi Yepes
HeoCTaTHIO akTMBHICTb (pakTopa BinnebpaHaa. MNowunpeHicTb
xBopobu BinnebpaHga craHoBnTtb 1 Ha 800—1000.

Autosomal dominant

Unaffected Affected
parent parent

Unaffected Affected Affacted Unaffected
child child child child

[ | Unaffected

20 CHERCES 1A TIA HE 2noimoel oA Hodl MECEe NATIAHS
B Affected receipHicTe 104 racipHic e 102 paceipHcTE 14



OcHOBHI KniHIYHIi 03Haku. Hanbinbll XxapakTepHUMN |
cneuundivYHnMn cuMmnTomMamu npu xeopobi BinnebpaHaa e
KpOBOTEUi 3 CIM30BMX MOPOXHMHWN POTa, HOCA, BHYTPILLHIX
opraHiB. CUMNTOMM KPOBOTOYMBOCTI BapitotoTh Bi MOMipHO
BUPaXXeHUX A0 BKpau TAXKKUX, NepediraloTb nepeBaykHo Nno
MIKPOLIMPKYTIATOPHOMY TuMNy. Y NauieHTiB 3 piskMM OediunTom
cpaktopa VIl cnocTepiraoTbCs pscHi | Tpueani KpOBOTeHI
(HOCOBI, ICEHHI, MaTKOBI), TaKOX KPOBOBUIMVBU B M'A3M |
cyrnoou. Kpim Toro, MoxyTb BUHUKaTK TpuBani KpOBOTEM

npu TpaBmax, BuaaneHHi 3ydis, onepaujisx.

Y OAMTa4oMmy Billi YacTo OyBaloTb KPOBOTEUI 3 CIIU30BMX
0DONMOHOK NOPOXXHUHM POTa, HOCOBI KPOBOTEYI, CUHLII Ha LLKIpI.
Tsk4unin nepebir remopariyHoro Aiatesy BiA3Ha4a€eTbCA Nia
yac, abo HesabapoM nicns NnepeHeceHnx iIHPEKLINHNX
3axBoptoBaHb. HanbinbLl iMOBIPHUM MYCKOBMUM MEXaHI3MOM
KPOBOTEUI Ha TNi iIHEKLINHOT XBOPOOM € NOPYLLUEHHS
NPOHNKHOCTI cyauH. BHacnigok uboro 3'aBnarTbCA MUMOBISIbHI
KpOBOTeuI adianegesHoro tuny.

FemaTomMu — KPOBOBUIMBU B NIALLKIPHY KIITKOBUHY i M'A30BI
TKaHWHW CNOCTepIraTbCsl NepeBaXkHO Micnsi TPaBM Y XBOPUX
3 TSHKKMMKN dbopMamMm 3aXBOPHOBAHHS.



HiaczHocmuka

1. CkpuHiH208i docrioxeHHs1 2emocma3y: 14, TpombiHOBUI
yac (TY) i piBeHb pibpuHOreHy — B mexxax Hopmu, A4TYH moxe
ByTn nNogoBXeHUM, Yac KpoBoTeui Ta Yac 3akputTsa (CT —
closure time), BumipsHun B anapati PFA-100, 3aBxau
NOAOBXEHI MpK 3-My TWMi, MOXYTb OyT B HOpMI nNpu 1 i 2-my
TUnax; KinbKicTb TpOM6OLI,I/ITIB B MeXxax HopMu (KpiM nigTuny
2B, 9Kk MoXke npoTikaTy 3 NepioanyHO TPOMOOLMTOMNEHIELD).

2. [liomeepdxyroyi Aoc1iOKeHHs: 3HWKEHI piBeHb Ta
aKTUBHICTb dPB, 3HMKeHa abo HopMmarbHa akTUBHICTb . VIII.

3. Ymo4Hroro4i docioxeHHs1: aHania mynbtumepis ddB,
arperauiss TpoMooumnTIB 3 PICTOLETUHOM, TECT Ha 3B’SI3yBaHHS
@. VIl 3a gonomoroto pdhB, konareH-3B8’A3yBanbHa akTUBHICTb
PpB (VWF:CB), cekBeHyBaHHsA [IHK — npu giarHocTuui 2 i 3-ro
TUnie, nponentng pdB.

/on Willebrand Diseasé‘




3. Koarynonarisa

Koarynonaris — nopyLieHHs doyHKLUil 3ciganbHOI CUCTEMU KPOBI;
MOXYTb OYyTU BPOIKEHMMU (CNadKOBUMM) Ta HABYTUMM.

BpomkeHi koarynonaTii BUHMKAOTb K pe3ynbTaT reHeTUYHO
3yMOBJIEHOro AediUuUTy OOHOro 3 oaKTopiB 3Ci4aHHA KPOBI,
LLIO, AK NpaBuNo, nNepedaeTbCca Crnagkoso.

HabyTi koarynonarii PO3BMBAIOTLCA NP AEAKNX
3aXBOPIOBAHHSX | CTaHaXx, MoOB'A3aHMX 3 YpaXKeHHsIM OpraHis,
BUPOONATLCA DaKTopK 3cidaHHA, HecTadi B opraHiami 3
(BiTamiHiB rpynu K), BHacnigoK ypaxKeHHs1 nediHui, aKyLlepcbKol
naTonorii, onepadil Ha nereHax, UMposy neviHkn, TpaBMu
MaTKW, I'Ii,EI,LLIJ'IyHKOBO'I' 3a5103U1 TOLLO.



MexaHi3mM po3eumkKy crnadKoeoi Koa2ysronamii

OediunT abo BiACYTHICTL B OpraHiami paktopiB

VIII (aHTUremodineHoro rnodyniny), IX (Kpuctmac-akrtopa),
XI (nna3mMoBoro nonepeaHnka TpomMoonnacTuHy)

npu3eodums Ao nopyweHHs1 1 gha3u 3cigaHHA KPOBI,
YTBOPEHHA TPOMOOMNMAaCTUHY | BAHMKHEHHA remodinii A, B i C.

[NTopyweHHs 2 ¢pa3u 3ciOaHHS Kpoei — YyTBOPEHHS TPOMOIHY —
3yMOBIEeHe HegoCTaTHICTIO dhakTopiB V (NMpoakuenepuHy) |
VIl (NpokoHBEPTVHY) | MOXe MaTn HabyTuiA XxapakTep

(HecTa4ya XiHOHIB, NOPYLUEHHS NPOTPOMOIHOTBOPHOI OYHKLLT
MNeYiHKn).

lNopyweHHs 3 ¢pa3u 3ci0aHHS Kpoei — YyTBOPEHHSA hibpUHY —
HacTae BHACMI4OK 3MEHLUEHHsi abo BIACYTHOCTiI (PidOpUHOreHy
(cnagkoBa adibpuHoreHemida, NpMpoaKeHnn gediunt
akTopa Xlll, 3HmkeHHsA BUpobneHHA ibprMHOreHy npu
yPakeHHI I'Ie‘—IIHKI/I rereHb, KICTKOBOro MO3Ky, MaTKu,
NigLWnyHKOBOI 3ano3|/|)



OcHoeHi KniHiYHi cuMnmMoMu Koaz2yJsionamiu: nigsuileHa
KPOBOTOYMBICTb MpK TpaBMax, Nopisax, onepaTnBHIX
BTPYYaHHSX, YTBOPEHHS NIALWKIPHMX | BHYTPILULHEOM'I30BMX
remaTom, 30iNbLUEHHSI TPUBANOCTI 3CigaHHS KPOBI, pi3Ke
3HWXEHHS TPOMOONIaCTUHOYTBOPEHHS.

[1na BUsABNEHHs nopyLleHb y CUCTeMi roMeocTasy
BUKOPWCTOBYIOTb mecmu, siki AaloTb 3MOTy OLIHUTK Pi3HI (hasu
3ciganbHol | NpOTM3CiAanbHOI CUCTEM; Yac pekanbuudikail
nras3mm; TonepaHTHICTb Nfa3mMn 4o renapuHy; npoTpomMbiHOBUI
(TpOM6OI‘IJ‘IaCTI/IHOBI/II/I) ckrag nnasmu, abo I'IpOTpOM6IHOBI/II/I
IHOEKC; TPOMBIHOBUI cKnaf nra3mu; Yac peTpakLil KpoB'AsHOro
3rycTka TOoLLO.



HucemiHoeaHe e HympiwHbLOCYOUHHe 320pmaHHS ([B3)
Kpoei — Lie CMHOPOM, BTOPMHHUA A0 YUCIIEHHUX KMIHIYHUX
CTaHiB, CyTb SIKOro rnonsrae B reHepanisoBaHi akTmsauil
NpoLEeCy 3CigaHHA KPOBI B NOEAHaHHI 3 akTMBauieto abo

NPUrHiYeHHAM PibpmHONI3Yy.
Emionoeis

1. FeHepanlsoBaHl |che|<u,|| | CENTUYHI CTaHW, y TOMY 4yucni npu
abopTax, nig Yac nonoris, TpuBanol kKatetepuaadii CyauH.

2. Bci BUaW WOKY — TpaBMaTU4HMK, remopparidyHui, onikosuw,
aHaINakTM4YHNN, KapaioreHnn, CENTUYHNN Ta IH.

3. TpaBmaTun4HI XipypridyHi BTpy4aHHs. daktopu, WO BeayTb
00 pi3koro noyacrtiwaHHa [1B3: KpoBoTeui, Konarnc, MacuBHI
TpaHCcYy3il KPOBI.

4. Bcl TepMiHarnbHI CTaHW, 3ynnHKa cepus 3 peaHiMauiHUMK
3axogamu.

5. FoCcTpWin BHYTPILLHLOCYANHHWI FeéMOni3 i LIMTONI3, B TOMY
4KCni NPU HECYMICHUX TpaHCcy3iax | 6araTbox B1aax

reMosliTUMHNX aHEMIN.



6. AKyLlepcbKa naTtosnorigd.

7. IyxnnHu, ocobnmeo remobnacTosn; Nemkosu, Wo NpoTikaTb
3 nonirnoodyrnieto i rinepTpomMooLUTO30M.

3. [1eCTpyKTUBHI NpoLiecn B HUPKax, NeviHui, nigLwnyHKoBIN
3anoasi.

9. TepMiyHI Ta XIMIYHI OMIKN.

10. IMYHHI | IMYHOKOMMMEKCHI.

11. AneprivHi peakuil nikapcbKoro Ta iHLLIOro reHeay.

12. [eMoniTUKo-ypemMIivyHNUN CUHOPOM.

13. MacuBHI KpoBOTEMI.

14. MacuBHI remoTpaHcya3il | peiHdy3il KPOoBI.

15. OTpyeHHA remoKkoarysipyto4mMmMmn 3aMilHUMK OTpyTaMMu.

16. JlikyBaHHs npenapaTtamu, WO BUKNMKaOTb arperawito
TPOMOOUWTIB, NIABULLYIOTb 3ropTaHHS KPOBI | 3HVKYHOTb
NPOTU3roTalounii i PIOPUHOMNITUYHUI NOTEHLiarn, 0cobnMBo
npun IX KOMOIHOBAHOMY 3aCTOCYBaHHI.

17. HenpaBunbHe 3acTocyBaHHSA (DIOPUHONITUKIB |
aHTUKOArynsHTiB y 403aX, K BUKITUKaTb BUCHAXXEHHS
pe3epBy aHTUTPOMOIHY Il idpnHONITUYHOT cucTemMM.

19. [loBrotpmsarni rinokcii (B ToMmy 4ucni i3 3actocysaHHaM LLBJT).



[TamozeHe3. Porb NyCKOBOro MexaHiamy B MOPYLUEHHi 3CiaaHHS
KpoBi Npun [1B3-CMHAPOMI HAaNeXnTb eHOOTeHHUM | eK30reHHUM
aKTMBaTopam 30BHILLHLOTO | BHYTPILLIHLOrO MeXaHi3miB
3cifaHHSA KpoBi Ta arperaLii TpomoouuTiB.

EHOo2eHHI akmugamopu MexaHi3My 3Ci0aHHS1 Kpoai:
1. TKAHWUHHUI TPOMOOMNIACTUH.

2. [lpoTeoniTnyHi pepMeHTU | NPOAYKTM po3nagy KMiTUHHUX
elfleMEHTIB KPOBI Ta TKaHWH.

3. IMyHHI KOMNSieKCK.
Exk302eHHI akmueamopu:
1. baktepianbHi iIHEeKLUIl.
2. 'pnbkoBi iHeKL,T.

3. BipycHi iHdekuil.

4. MeankameHTO3HI i iIH(PY3iiHO-TpaHCMY3iNHI 3acobu
NiKyBaHHS.

Knacudikayis
1.®opmun [1B3-cnHgpomy:
e [oCTpa
e [ligrocTtpa

e XDOHIYHA



2. Cmaoii B3-cuHOpomy:

I cmadis — 2inepkoa2ynsauii ma agpe2auyii mpombéouyumie.
XapakTepu3yeTbCs akTMBaLieto TpombounTapHoro Ta
KoarynsiLinHoOro fiaHoK 3arafbHOro remocTtasy i No4YaTKkoM
MIKPOTPOMOOYTBOPEHHSA. TpuBanicTb 3anexuTb B rOCTPOTY
Ta MacluTabiB natonoriyHoro npouecy. KniHiyHo NposiBNsieTbes
TVM, LLIO KPOB MPW BEHOMYHKLIiI HEraHoO 3ropTaeTbCs B rof|
abo np06|pLu [laHni eeKT Mae BaXnuBe AiarHocTuyHe
3Ha}|462HHFI6 TpuBanicTb CTaail KONMBAETLCA Bif, KINMbKOX rOAWH
oo Ai

Il cmadis — Hapocmaroya Koa2ynonamisi ma
mpom6ouyumorieHis. [Ina Hel xapakTepHi nporpecyoye
noLIMpeHe MIKpOTPOMOOYTBOPEHHS B Pe3yrbTaTi 3HUKEHHS
aHTUTPOMOOTMYHOrO NoTEHLiany KpoBi i HapocTato4a
KoaryrnonarTisi CMOXMBaHHSA. Y L0 CTaaito OAHI koarynsauivHi
TECTU BUABNAIOTL LU rinepkoarynauito, Toai SK iHLWi BXe
rinokoarynauito. BigsHayaeTbca NocTynoBe nporpecyBaHHS
TpomMbouuToneHii. KniHiYyHa kapTuHa XapakTepu3yeTbCs
NigBMLLEHOI KPOBOTOYMBICTIO, KPOBOBUTMBAMMW Ha LUKIPI |
CIM3oBUX 0OOSIOHKaX.



lll cmadisi — anuboka 2inokoaz2ynsayisi. KniHiyHo ua ctagis
XapaKkTePU3YETbLCA BAXKKUM reHepanisoBaHUM remopariyHum
CUHAPOMOM, NPOPY3HUMN PELINAMBYIOHNMU KpOBOTEHYaMMU,
nocTremopari4Holo aHeMieto, Lo Lie binbLie noripwye cTaH
XBOPWX i MPOrHo3. 3rycTky KpoBi MatoTb Mani po3mipu, nyxki
abo B3arani He yTBOPIOOTLCA. Y Uil cTaail cnocTepiraeTbes
3Ha4yHa TpoMbouuToneHis. ArperauinHa yHKLis pi3ko
3HWKeHa. PiBeHb NNa3MoBUX (DAKTOPIB PI3KO 3HUKEHUN,
TaKoX fAK | aHTUKOAarynsaHTiB, KOMMNOHEHTIB cb|6p|/|Hon|T|/|L|H0|
cuctemu. Lli 3MiHM cBig4aTb NpoO BUCHaXXEHHS BCiIX MEXaHi3MiB
3aranbHOro remocraasy.

IV cmadis — ei0HO€J1eHHs. Y el nepion crocTepiraeTbcs
nocTynoBa Hopmanisalis NokasHWUKIB yCix NaHOK remMocTaay,
noninweHHs PYHKLUIT ypaXeHnx opraHis, ctabinisauis
3aranbHOro ctaHy XBOpUX.

KniHivHa kapmuHa. bnokaga MIKpoOUMPKYnsLil B opraHax €
OCHOBHO MPUYMHOK PO3BUTKY MoJliopraHHOI HeQoCTaTHOCTI
xapaktepHol anga AB3-cuHapomy. BoHa BU3Ha4Yae TAXKICTb
CTaHy XBOPUX, XapaKkTep YCKaaHEHb | pe3ynbTaT XBOpoou.

BHacnigok TpomMGyBaHHA APiIGHNX CYANH NereHb po3BUBAETLCSH
roctpa auxanbHa HeJoCTaTHICTb. HapocTae 3aauLuKa, LiaHos,
Npw aycKynbTaLii BUCITyXOBYETbCA KperniTauisi.



Po3BrBa€eTbCA rocTpa HAPKOBA, HAAHMPKOBA Ta NeyiHKoBa
HenocTaTHICcTb. Pigwe npu [1B3-cMHOpOM po3BMBaOTLCH
iLLeMis Miokapaa Ta NopyLIEHHSA MO3KOBOIro KpoBOOOiry.

HapiBHI 3 riosiop2aHHoK HeAoCMamHICM BaXXNUBUM |
Hebe3ne4yHum nposisom [1B3 € remopariyHMn CUHOPOM.

Y OiNnbLIOCTI BUNAaAKIB BiH BUHMKAE MNpW roCTpin popmi Ha

Il Ta lll ctagiax. Po3pisHAoTb s10karnbHi Kposomedi, 00yMOBeHi
OECTPYKTUBHMMM 3MIHAMKN B OpraHax, siki B CUiy NOPYLUEHHS
reMocTasy HOCATb IHTeHCI/IBHI/Il/I Xapaktep. Takun Tun KpoBoTEY
cnocTepiraeTbCca 3 MicuUb IH'EKUIN, NicrndgonepauivHol paHu,
FOCTPMX BUPA3OK LLUMYHKa Ta KNLLEYHUKY, NereHb, HUPOK.

3azarsibHa Kpo8omo4Yusicimb XapakTePU3YETbLCH BENMKMMU
remMaTomMamm B NIGLLKIPHIX KNITKOBUHI, KPOBOBUIIMBaAMU B
CIN30Bi 0O0NOHKM POTOBOI MOPOXKHUHW, CKITEPU, FONTIOBHUM
MO30K, cepue, HagHUPKOBI 3ano3un, NereHi, MaTky, a Takox
remMopariyHmm nyeBpuUTOM | NeEpPUKapaAUTOM.

JlabopamopHa diacHOCMUKa

J'Ia6opaTopHa aiarHoctvka [1B3-cnHapomMy CTaHOBUTL TPYOQHOLL
Yy 3B'A3KY 3 TMM, WO pe3ysibTaT AOCNIAKEHHS 3anexaTb Bif
topmm [1B3-cuHApoMmy, Moro cTagii, TsKKOCTI nepediry, vacy
OOCNIOXEHHSA | CTYNeHs NopyLWeHHA KoarynsuinHoro remocraasy.



Hskyro 3a yeazay!



