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[6 «TexHoyorii MEIMYHOI IIAarHOCTUKY Ta JIIKYBAHHS

Tema 4. /liarHOCTHKA Ta KOHTPOJIb ¢)eKTUBHOCTI JiIKyBaHHS 3AXBOPIOBaHb, 1110
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Metoaudna po3poOka MPAKTUYHOTO 3aHATTA 3a TeMoro «/liarHocTuka Ta
KOHTPOJIb e(EeKTHUBHOCTI JIIKyBaHHSl 3aXBOPIOBaHb, M0 CYNPOBOIKYIOThCS
NMOPYWIEHHSIM  KoaryJsiii» 3 HaBuaiabHO! jJuctuiuiiHk  «KoniHiuHI - J1abopatopHi
TOCTIKEHH I 3700yBaviB Apyroro (MaricTeépchbKoro) piBHS BHIINOI OCBITH 3a

crnemianbHicTIO 16 «TexHomorii MeaMuHOT M1arHOCTHKYU Ta JIIKYBaHHS.

ABTOpPCBHKHI KOJIEKTHUB:

- I.MeJ.H, npodecop, 3aB. kabeapu Harpyc JI.B
- K.M€J.H, goueHT Yuuyna FO.B.

- aCHCTEHT 3akjaay Buioi ocit YepHoson I[1.A.

- ACUCTEHT 3aKJjaay BUIOi OcBiTH 3eniHcbhka M.B.

O0roBopeHo Ta cCXBaJIeHO HA 3aciIaHHI Kadeapu Cy4aCHUX TEXHOJIOTi MeAUYHOI
piarnoctuku ta JikyBanusa HMY imeni O.0. boromosbus

ITpotokon Ne 4 Bix 26 nuctomnana 2025 poky

CxBaJjleHO HA 3acCiJaHHI IMKJI0BOI MeTOAMYHOI KoMicii 3a cremniajbHicTIO 224
«TexHoJsorii mequ4HoI AiarHocTukN Ta JikyBaHHs» HMY imeni O.0. boromosbus

[Tporoxon Ne 3 Bix 15 rpymns 2025 poky



1. AKTyajJabHiCTh TeMH

[Topy1ieHHs1 B CUCTEMI FeMOCTa3y € MPUYMHOIO0 CMEPTI Ta XBOPOO, SIKI MOTIPIIYIOThH
AKICTh JKUTTS 3HAYHOI YaCTUHU HAaCEJIeHHS y BChOMY CBITI. JloCHimKeHHS i€l cucTeMu
Ma€ BeJIMKE 3HaYeHHs, TOMY 110 KJIIHIYHI JJA0OpAaTOPHI AOCTIHPKEHHS CUCTEMH TeéMOCTa3y
J03BOJISIIOTh BUSIBUTH TOPYIICHHS B 1[Il CHCTEMI, CIUIaHyBaTH TEpaIilo Ta MPOBOJAUTH
MOHITOPIHT €(eKTUBHOCTI JiKyBaHHsA. CBO€YacHE BU3HAYEHHS IMOKA3HUKIB CHUCTEMU
reMocCTa3y y Malll€HTIB, SIKI OTPUMYIOTh aHTUKOATYJIIHTH a00 MalOTh CHAaJKOBUN PU3KK
KpPOBOTEUI1, JOTIOMAara€ YHUKHYTH YCKIIQHEHb.

[napkTn Ta iHCYIBTH, TPOMOO3 JEreHeBOi aprTepii, TPoMOO3U TIMOOKUX BEH,
JTMCEMIHOBAaHE BHYTPINTHLO CYJIWHHE 3TOPTaHHS KPOBI — BCE II€ MATOJIOTIUHI CTaHHU, SIKi
NOTpeOyIOTh HEraitHO1 KIIHIYHOI JJA0OPAaTOPHOI OI[IHKM MOKA3HUKIB CUCTEMHU FEMOCTa3y
IUI IPU3HAYEHHS HEOOX1THOTO B IIUX FOCTPUX BUMAAKAX JIKyBaHHS.

Takox Ba}JIMBO OLIHIOBaTH CUCTEMY TIE€MOCTa3y IMalll€HTa Iepea XipypriyHuM
BTpyuyaHHsaM.Lle nonomarae yHUKHYTH HeOa)KaHUX KpPOBOTEY ITiJ1 Yac omepartii.

BpaxoByioun BaXJIUBICTh CHUCTEMH TeMOCTa3y Uil 3A0pOB’s, CBO€YacHa 1
parfioHaTbHa JIarHOCTHKA 3aXBOPIOBaHb, IO CYIPOBOKYIOTHCS — MOPYIICHHSIM
KOAryJisIii, € HaA3BUYANHO aKTyaJbHUM 3aBJaHHSM [JIS 3aKJIaJiB OXOPOHU 370POB’S
Ykpainu.

2. MeTa 3aHATTSH
OznaifoMuTd 3100yBaviB BHUINOI OCBITH 13 MPUHIUIAMH Ta OCOOJHUBOCTAMHU
KJIIHIKO-JTA0OpaTOPHOI AIarHOCTUKH 3aXBOPIOBAHb, 0 CYMPOBOHKYIOTHCS OPYIICHHSIM
KOaryJisilii: TeMOopariyHMx JiaTe3iB, CHAJAKOBUX Ta HAOyTUX  KoaryJjomarii,
TpoMOOLMTONEHIHM Ta TpoMOouuTonaTii, JIB3-cunapomy.

3. KonkperHi wiJi.

3riHO 3 BUMOTAMH OCBITHHO-TIPOG)ECIHHOI MpOorpaMu B pe3yJibTaTi BUKOHAHHS IIHOTO

MIPAKTUYHOTO 3aHATTS 3700yBayl BULIOI OCBITH MOBUHHI:

"  3HATH Cy4yacHE YSBJICHHS MPO T€MOCTa3 Ta METOAN MOTO TOCIIKEHHS

"  3HATU BUMOTH J0 NEepeAaHaTITUYHUX, aHATITUYHUX Ta MOCTAHATITUYHUX IPOIIECIB
OpU JOCIIKEH] CYIUHHO-TPOMOOLIMTAPHOTO IeMOCTa3y, BTOPUHHOTO IeMOCTas3y,
1HT101TOPIB 3CiAaHHs KPOBi, (P1OPUHOTITUYHOI AKTUBHOCT1 KPOBI.

"  BMITH IHTEpHpPETYBaTH MOKAa3HUKU JIAOOPATOPHUX AOCHIKEHb Yy MOEJHAHHI 13
JAHUMHU 1HIMUX KITHIYHAX Ta I1HCTPYMEHTAJIBHUX METOMIB IS J1arHOCTUKHU
3aXBOPIOBaHb, IO CYMPOBOKYIOTHCS TMOPYHIEHHSM KOAaryJsiii: TeMOopariaHux
miaTe3iB, CHAJAKOBMX Ta HAOyTMX  KoaryJomaTid, TpOMOOITMTOINEHIN Ta
TpomOonuTonarii, JIB3-cunapomy.



4. 3aBIaHHS JJIS CAMOCTIHHOI POOOTH i/l YAC MiITOTOBKU 10 3aHATTS
O3HallOMHUTHCS 13 HOPMAaTUBHUMH JOKyMEHTAaMH, Tajly3¢BUMH CTaHIapTaMH,
MPOTOKOJAMHU BEJCHHS XBOPUX 13 3aXBOPIOBAHHSAMH, IO CYHPOBOIKYIOTHCS
MOPYIICHHSAM KOAaryJisiii: TeMOpariyHMx JiaTe3iB, CHAJAKOBUX Ta HAOyTuX
KoaryJjonariii, TpoMOoOLUUTONEH1M Ta TpoMOouuTonatii, JIB3-cunapomy

4.1. IlepeJtik OCHOBHMX TEPMiHIiB, IapaMeTpPiB, XapaKTEePUCTHK, SKi IOBUHEH
3aCBOITH CTYJAEHT NPH MIATOTOBLI 10 3aHATTS

Tepminu,

napaMerpu, BusHauyeHHsI YU iHIII MOSICHEHHS
XapPaKTePUCTUKHU

JAB3 JlucuMiHOBaHe BHYTPIIIHBOCYAMHHE 3rOpTaHHs
ADC AnxtudocdomninigHuit CHHAPOM

I'T ['enapuH iHaIyKOBaHa TPOMOOIUTOIICHIS
XbB XBopoba ¢doH Bimnebpana

TI'B TpoM003 I1IMOOKUX BEH

LIKT [ITyHKOBO KUIITKIBHUHN TPAKT

TO Txanunnauii paxrop

VWF daxkrop Bimedpanga

VWF:Ag AnTtured ¢akrtopy Bunedpanaa

ATIII AntutpomOiH III

TO Txanunauii paxrop

[P [Tponyktu nerpanaitii Gpidpuny

TAII TrkaHMHHMI aKTUBATOP IJIA3MIHOTEHY
MHB MikHapo/IHe HOpMaJII30BaHe BiAHOLIECHHS
MIY MiKHapOIHUM 1HAEKC YyTJIUBOCTI
D-Dimer JI-numep, 1abopaTopHuil MapKep TPoMOO3y
AUTY AKTHBOBaHUN YaCTKOBUHN TPOMOOIIIIACTUHOBUMN Yac
4 [TpoTpombGiHOBHI1 HaC

T4 TpomMOGiHOBHH Yac

3AK 3aranpHUi aHali3 KPOBI

PLT KonrienTpaitist TpoMOOITUTIB

PFA AHanizatop QyHKIIi TPOMOOIIUTIB

ACK AnieTuncaminioBa KIUCJIOTa (aCipyH)
HII3II Hecrepoinni mpoTu3ananbsHi penapaTu
[HHC LlenTpansHa HEPBOBA CUCTEMA

KT InyHKOBO KUIIKIBHUIN TPAKT

BT Bipyc imyHOneinuty iroauHu

I[IMB IIUTOMETATIOBIPYC




TTC TupeoTpornHuii ropMOH

CI33C CGJ'IGKTI/I.BHi 1HT101TOpY 3BOPOTHOTO 3aXOIUICHHS
CEpOTOHIHY

C3II CBixo03aMOpOXkKeHa Mia3ma

IDA ImyHOEpMEHTHHI aHaT13

ELISA Enzyme linked immunosorbent assay

LIA JliniiHM IMYHHUW aHaJI3

IXA IMYHOXEMOJIFOMIHICIIEHTHUAN aHaJi3

EJITA ETunengiaminTeTpaonToBa KuciaoTa

5. 3aBaaHHs AJsl NPAKTUYHOI0 3AHATTS
1) BusHauutd Ta OOIPYHTYBAaTH KIIHIKO-AOOpaTOpHI KpHUTEPil TiarHOCTHKH
3aXBOPIOBaHb, 110 CYIPOBOKYIOTHCS MOPYLICHHSIM KOAryJsii: reMopariuHux
JiaTe3iB, CHAJAKOBMX Ta HAOyTUX KoaryJjonaTiii, TpOMOOLIMTONEHIA Ta
TpomOonuTonariii, /IB3-cunapomy
2) 13 BUKOpPHCTaHHSIM KIIIHIYHUX KEHCIB Ta CUTyaliiHUX 33]1a9 IHTepIPETyBAaTH 3MiHH
pe3ysbTaTiB  JA0OpPaTOpHUX  JOCHKEHb  MpPU  3aXBOPIOBAHHSX,  LIO
CYIPOBOJIKYIOTBCSL TIOPYIIEHHSM KOAryJssiii Yy CIIIBCTaBICHHI 13 KJIIHIYHOIO
KapTUHOIO Ta J0AATKOBUMH METOJIaMHU AOCIIIKEHHS.

6. TemaTuuHuUil JIeKTOPiyM
6.1.I'emopariuni giaTe3u.

Emionocisa ma namoeenes

I'emopariusi giare3u OyBarOTh CHAAKOBI - uepe3 AeiuT GakTopa KoaryJdilii, Ta Ha0yTi
- yepe3 OCHOBHE 3aXBOPIOBAHHS, SIKE MPOTIKAE 3 TEMOPAriyHUM J11aT€30M. Y BUIAJIKY
Ha0yTOro reMOpariyHoro Jiiare3y MonepeyKeHHs Ta JIKyBaHHS FeMOPariyHoro iaresy
MOKe OyTH TOCATHYTE LUISIXOM JIKYBaHHSI OCHOBHOTO 3aXBOPIOBAHHS.

3axBOpIOBaHHS K1 MOXKYTh MPOTIKATH 3 TEMOPATriYHUAM J[1aTE€30M:

3axBOpIOBaHHS MEUIHKU: Maike BCl (PAKTOpU KOAryJisiii MpOAYKYIOThCS y MEUIHII.
AKTHBOBaHI1 (haKTOPHU KOAryJsili 1 IPOIyKTH po3naay GiOpuHy BUBOASITHCS 3
HUPKYJISIIT 3aBASKY nediHl. [{upkyndiis KpoBl y NeUiHIl HanpsiMy OB’ s3aHa 13
CEJIe31HKOI0, MOPTAJIbHA TINEPTEeH31s MMPU3BEIE 10 TOTO, IO CeJIe31HKa CIPUINHUTD
3MEHIICHHSI KITLKOCTI IUPKYTIOI0YUX KIITHH KPOB1, 0COOIMBO TPOMOOIIHTIB.
['emopariunuii qiaTe3 IpOSBUTHCS JIHILE PU BUPAKEHOMY 3aXBOPIOBAHHI MEY1HKH.



JliarHO3 po3naay KoaryJisiii Me4iHKOBOTO MOXOIKEHHS 0a3y€eThCs Ha TIOJJOBKEHOMY
AUYTUY i nopymieHoMy MpOTPOMOIHOBOMY Yaci.

= [Ipu po3nasi koarynsiiii, CIPUUYMHEHOMY 3aXBOPIOBAHHSAM IMEYIHKHU, 3aCTOCOBY€ETHCS
niATpUMyBalibHa Tepairis. Bitamin K He mpruHOCUTH KOPHUCTI, ajie MallieHTy MOXe CTaTh
Kpallle IicJIsg MpU3HauYeHHs KOHIIEHTpaTy hakTopa TPOMOOYTBOPEHHS 1 TPOMOOIIUTIB.

3axBOpIOBaHHS HUPOK, YpeMis

= JIo CUMITOMIB HajeKaTh: MOSIBA CHHIIIB MiCIsl HE3HAYHUX TPaBM 1 KPOBOTEYI 31
CIIM30BHX 00OJIOHOK, ITOB’s13aH1 13 TOPYIIEHHSIM TPOMOOIIUTIB. * Jliami3 1 JIKyBaHHS
aHeMil MOXYTb ITOKPALLUTH CTaH.

= [lamieHT B cTaHi ypemii 13 reMOpariyH1M J1aTe30M MOBHHEH YHUKATH ACIIPUHY.
['emopariunumii n1ate3 yepes3 iH(EeKI1iHe 3aXBOPIOBAHHS

= Bakrepiemis moB’si3aHa 13 TPOMOOIIMTOIICHIEI0, SIKa MOKE OyTH BasKKOTO CTYIICHS,
0CO0JIMBO, AKIIO MPOIYKIIIS TPOMOOIIMTIB TAKOXK MOPYIIECHA Yepe3 OCHOBHE
3aXBOPIOBaHHS.

= [H(ekmiiine 3aXBOPIOBaHHS MOYKE CIPUYMHUATH KpOBOTEUY depe3 aediuuT BiTaminy K,
OCKIJIbKM 0araTo aHTUO10THKIB MPUTHIUYIOTh (PYHKIIOHYBaHHS MIKpO(QIOpH KUILIEYHUKA.

3axXBOPIOBaHHS KPOBI: JIEMKO3U, TPOMOOIIMTOIICHIT Ta MOJTIIUTEMI]

JIB3 (moB’s3aHe 13 1HOEKIIMHUMHY 3aXBOPIOBAHHSIMHU, FeCTAIMHUMU YCKIIaIHCHHSIMU,
3JI05IKICHUMU HOBOYTBOPEHHSIMHU )

* V pIAKICHUX BUIAJKAX MOXKYTb MPOIYyKyBaTUCA Clieln(ivuHI ayTOAHTHUTLIIA TPOTH
(bakTOopiB KOAryJAIii

Haituacrimie i aytoantuTtina nomkoxy0Th VIII daktop ("HabyTa remodinisa’).
KiiniuHa kapTrHa Haraaye reMo(duIiio 1y manieHTa BUHUKAIOTh PanToBi, OOIIMPHI
KpOBOTEY1 Yy TKaHUHU. TaKkuil CTaH yacTille 3yCTPIYAETHCS Y MALIEHTIB MOXUIIOTO BIKY 13
37I0SIKICHUMHU HOBOYTBOpaMH a00 ayTOIMyHHUMH 3aXBOPIOBAHHSIMU.

['emopariuauwmii niares, MOB’I3aHUUHN 13 BUKOPUCTAHHSIM JIIKiB:

= B skxocTi TepaneBTHUHOTO epexTy: BapapuH, renapuH, TPOMOOTITHYHI ar€HTH,
1HT101TOPU TPOMOOLIMTIB, MPSIM1 OpaIbHI AHTUKOATYJISTHTH

* B sxocTi moGiuHOTO edekTy: acmipuH (TpUBAIICTh Aii 3—5 AHIB) Ta 1HII
poTHU3amajIbHI Mpenapartu; 3aco0u, Kl IHAYKYIOTh TPOMOOLIMTONEHII0 Ta/abo
muchyHkiio TpomoonuTi (Hanpuknan, CI33C, omera-3 mpoaykTH)



= KpoBoTeua, cnpuyrHeHa epe1o3yBaHHAM BapapuHy. K0 IpunmycKaeThes
BUHUKHEHHS KpPOBOTEYI, JIIKyBaHHS BaphapuHOM MOBUHHE OYTH BiJMIHEHE:

= Sxmo MHB Butiie TepaneBTHYHOTO PiBHSA, aje
< 4,5 1 HeMa€e BUAMMUX KPOBOTEY, THXKHEBY 703y HEOOX11HO 3MeHITUTH Ha 10%

» Adxmo MHB > 4,5, ane < 9 6e3 BUAuMUX KpOBOTEY, TOCTYTIOBO 3MEHIIYBATH 103y

Bapdapuny noku MHB crtane < 4,5 1 npofoBKyBaTH JIIKyBaHHS 13 3MEHILIEHHSM J03H Ha
20%.

» Axkmo MHB Take, sik 3a3Ha4€HO BUIIE 1 BUCOKUI PU3UK KPOBOTEY, BAPTO MPU3HAYUTHU
nepopaibHO ad0 BHYTpilIHbOBEHHO 1-2,5 Mr BiTaminy K. MHB notpi6HO niepeBiputu
yepe3 12-24 roaum.

= ¥V BUMNAJKy CHJIbHOI KPOBOTEU1 200 B1IOMOT0 (haKTy NEPeT03yBaHHs CJIIJl TPU3HAYUTH
CBI’KO3aMOPO’KEHY I1a3My Ta/ab0 KOHIEHTpAT NpoTpoMOiHy 1 5—10 mr BiTaminy K
JIOBEHHO.

Kniniuna xapmuna

OCHOBHHMM CHMIITOMOM 3aXBOPIOBAHHSI € KPOBOTOUMBICTh METEX1aJIbHO-TIIIMUCTOTO
THUITY Y BUTJISI IKIPHUX FEMOparii Ta KpoBOTEY 13 CIIM30BUX 000JIOHOK: HOCOBI, 3 SICEH,
IUTYHKOBO-KHILIKOB1, HUPKOB1, KPOBOXapKaHHs, Y )KIHOK MaTKOB1 KpoBOTeUl. TSKKUM
YCKJIQJHEHHSIM € KPOBOBWJIMB Y MO30K, CITKIBKY Oueil. Besnnki KpoBOBUIMBU

3’ SIBJISIFOTBCS B MICIAX 1H €KITIN. Y TaKMX XBOPUX MO3WTHBHI CUMIITOMM JIKTyTa 1 ITUTIKA.

B 3anexxHOCTI Bl €TIONOTii TeMOpariuHuid J1are3 NpOosBIAE€TbCS PI3HUMHU KIIHIYHUMH
O3HaKaMHu:

- KanUISIpHUMA JiaTe3 BUPAXEHUH ApIOHMM BHUCUIIOM 1 cHHISMHU. Hanmam MoxyTh
MIPOSIBUTHUCST KPOBOTEU1 POTOBOI MOPOKHIUHH, a TAKOXK B MATIIl TA B IHIIUX OpPTraHaXx:

- FTeMaTOMHUN BH/JI IPOSBIISETHCS TIMOOKUMH 1 BEJIMKUMHU CHIISIMH, SIK1 JJOKaJII3YIOTbCS B
OJIHIM YaCTHUHI Ti1a, MOXe OyTH TaKOX YpakeHHS CyTiI00iB

- TpU MIKPOAHTIMaTO3HIM Qopmi martonorii OGopaoBI (OpMYBaHHS MMOYHMHAIOThH
dbopMyBaTHUCS Ha OKPEMUX JIISTHKAX

- TIpY BACKYJIITHOMY BUIJIS[II BUHUKAE PIZHUIISI MK PO3MIPOM BHCHIIIB, 3aBUYail BOHU
CKOHIICHTPOBAaH1 B 00JIACT1 HUXKHIX KiHI[IBOK

- 3aXBOpIOBAaHHS MOXXE TOSBIATHUCS Yy TOCTpiii ¢GopMi, KPOBOBUIMBAMH Y BHYTPIIIHI
OpraHy, B TAaKOMY BUNAJKY MPOSBISETbCA aHeMisl. 3a3BUYail MAlllEHTH 3BEPTAIOTHCS BXKE
MICJIsl BUSIBJICHHSI PCHUX KPOBOTEY, OTPUMAHKUX B PE3yJIbTaTl TPaBMH, a CHHII HESICHOTO
reHesy, sKi [bOMY NepeayBalid, GiKCYIOThCS TPOCHEKTUBHO.

Hepigko 3’sicoByeThCs, IO TEBHI KIIHIYHI TPOSIBU TE€MOpPAriyHoro jiaresy Oyiu
IOPUCYTHIMH 3 TUTUHCTBA.



Jlabopamopha diaecnocmuka

[Timo3pa Ha reMopariuyHii giaTe3 Mae OyTH MiATBEPHKEHA 3a JOMOMOTOI0 J1abopaTOpHUX
TecTiB. MOXKyTh OyTH BUKOPUCTaHI K CKPUHIHTOBI, TaK 1 crierugiyHi 1abopaTopHi TECTH.
CKpUHIHTOBI TECTH MOXYTh OyTH y MeKaX HOPMH IMPH reMOpariuHoMy fiaTesi JIETKOTOo
CTyneHs, ToAl cnenudiuai JadopaTopHi TECTH MOTPIOH1 sl BU3HAYCHHS €T10JI0T1i CTaHy.

CKpUHIHTOBI TECTH

AKTHBOBaHHI1 4acTKOBHUII TpoMOomiactuHoBuii yac (AUTY), sik 3arajibHUN TOKa3HUK
(GYyHKIIIOHYBaHHS ~ BHYTPIIIHBOTO  MEXaHI3My  TpoMOOoyTBOopeHHS  (¢iOpuHOTeH,
npotpoM6iH, paxtopu V, VIIL, IX, X, XI ta XII):

- pe3yJIbTaT BIAXWJIATUMETHCS Bl MEX HOPMH JIMILE KOJH, Hanmpukiaa, KiabkicTs VIII
daktopa ab6o IX dakxropa menma Ha 30% Bia MOKA3HUKIB HOpMHU. TakKMM YHMHOM, HE
3aB/IM MOXHA JIIarHOCTYBATH JIETKUM CTYIiHb XBOpoOu ¢hoH BimeOpanaa.

- AUYTY Oyne moOOBXEHHH, SKIIO 3pa30K MICTUTh OYyJb-IKHI TemapuH, a TaKOX B
MIPUCYTHOCTI BOBYAKOBOT'O aHTUKOATYJISIHTA, SIKUW HE BUKJIUKAE KPOBOTOUYMBOTO JliaTe3y (a
nedpiuut dakropy XII He BUKIHKae KpOBOTEU1).

- IIporpomoOinoBuii yac (MHB)

CKpUHIHTOBHI TECT, SIKU BUKOPHCTOBYETHCS JJISI OLIHKU 30BHIIMIHBOI JTAHKA CHCTEMHU
3roptanHs KpoBi. Takox, 1ei Tect nemoctpye o0'eqnanuit edekt podbotu dakropis I,
VIl X.

- 3HWKEHa KOHUeHTpalisi (iopuHoreny (meHmie HiK | T/1) MOXe TPU3BECTH 0
reMOpariyHoro Jiaresy, ajge KOHIEHTpaIllii, sIKi MOTEHIIHHO MOXYTh TPHU3BECTH IO
KpOBOTEYl, HE BH3HAYAIOTHCS MIJ Yac CKpPUHIHTOBHX TecTiB. KopucHuii tect mnpu
J1arHOCTHIIl TUCEMIHOBAHOTO BHYTPIIIIHLOCYIMHHOTO 3ropTanHs (/1B3).

- Konuenrpauiss TpoM0OUMTIB:

- MOyHKIil0 TPOMOOUMTIB MOXKHAa BHU3HAUYUTHU 3a JONOMOIOI0 aHali3aTopa (QyHKIIi
tpomborutTiB (PFA) abo arperomerpa, 11 AOCTIIKEHHS MOXYTh BUSBUTH 3MiHU
KoHIIeHTpalli gakropa ¢on BimneOpanaa, mopyimieHHs GyHKIIIOHYBaHHS TPOMOOITUTIB, a
TaKOX OIIHUTH €EeKT acripuHy ad0 1HIIMX aHTUTPOMOOTHYHUX TIPETapaTiB.

Sxmo xonuentpauiss Tpomoouutie, AUTH ta MHB B Mexxax HOpMH, aje BUHUKAIOTh
KpOBOTEY1, HAHOULIbII MMOBIPHOIO MPUYMHOIO € XBopoOa ¢oH BimneOpanna, HU3bKHIA
piBeHb (4acTKOBUM KuUIbKiCHUN nedinut) Qakrtopa ¢on Bimnedbpanga (VWF) um
mucyskitiss TpomObouuTiB. [lomanbini AOCTHIKEHHS TOBHWHHI BKJIOYATH TECTH HAa
BUsiBJIeHHS (paktopa Bimne6panma, VIII ¢daktopa 1, MoxmmBo, aHamiz QGyHKIIT
TpOMOOITUTIB 3a gormomoroio PFA.

Axmo koHIeHTpalis 1 (YHKIIOHYBaHHS TPOMOOIIMTIB € HOPMaJbHUMH, MPUUYUHOIO
reMOparigHoro jgiaresy Moxke Oytu aedimut ¢gakropa xoaryssmii. SAxkmo AUTY ta MHB
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TaKkoXX B HOPMI, y MaIlleHTa MaJlOMMOBIpHa HasABHICTH AedinUTy (akTopa Koaryssii
Opnak, pe3yabTaTH B MEXaX HOPMH HE BHUKIIOUAIOTH ACPIIUTY (akTopa Koarymisiii
nerkoro crymens ado nedimury XIII pakropa.

[Mopmanein gochimKeHHs

* [HauBiAyanbHi a00 KOMILIEKCHI aHai3u (DAKTOPIB KOoaryJsili KpoBi a00 010XIMIYHI YH
(yHKITIOHATIBHI aHaJI3d TPOMOOIIMTIB, IMPOBEJACHI CIHEIliadi30BaHUMU J1abopaTOPIIMHU
NMOBUHHI OyTH TMPHU3HAYEHI, SKIIO PEe3ylbTaT CKPUHIHTOBOTO TECTY BIAXUISIETHCA BiJ
HOpPMH, aJie y MaIi€HTa € TeMOpariYHuii JiaTes.

6.2. CnaakoBi koarysaonarii

Cepen cnakoBUX KOAryJonariid OCHOBHE Micle 3aiiMaroTh remodiist A 1 B, 3ymoBiieHi
nedpinurom FVIII 1 FIX 3ciganns kposi, Ta xBopoOa ¢poH Butnedpanza.

I'emodimi A1 B

Emionocis ma namoeenes

I'emodinist A — 11€ BpOKEHUI reMopariuiui aiate3, COpUYMHEHUN 3HUKEHHSIM
aktuHocTi . VI, a remodinis B — 3umkenHsam akruBHocTi . 1X. PesynbraTom
myTarii reny ¢. VI a6o ¢. IX Ha xpomocomi X Moxke OyTH 3HUKEHUI a00 BIACYTHIM
cuHTe3 Oi11Ka, a00 % CMHTE3 MaToJIor4Horo Oi1Ka. LI 3axBoproBaHHS BUHUKAIOTh

B OCHOBHOMY Yy YOJIOBIKIB; JKIHKH € HOCISIMH (XBOPiOTh ayske piako). ¥ 30-50 % xBopux
MyTaIlisl € CIOHTAHHOIO, & CIMEWHMI aHaMHe3 HeratuBHUM. ['emodimnis B 3ycTpiuaeThes
B 6—7 pasiB piame, Hix remodimis A. Knacudikartis remodisii B 3a5eXHOCTI Bifl piBHA
aktuHocTi . VIII abo IX: <1 % HOpMU — TsKKa; 1-5 % HOpMU — cepenHbOi
TSHKKOCTI; >5 10 <50 % HOpMEM — Jierka (opma.

Kniniuna kapmuna

Haiiuacrie mi 3aXBOpIOBaHHS MPOSIBISIOTHCS Y PAHHHOMY Billl KPOBOTOUHBICTIO, SIKA
BUHHKAE CTIOHTAHHO 200 BHACIIIOK TpaBM. TspDKKICTb reModiiii 3aJeKUTh Bl piBHS
nedIIUTy TPOKOAryJITHTHOI aKTUBHOCTI (PaKkTOpa B KPOBI.

Baxka ¢gopma remodinii mposiBASETHCS pAaNTOBUMU KPOBOTEUAMU Yy CYIJIOOM 1 M’SIKi
TKaHUHU, TPUBAIUMU KPOBOTEUAMHU 3 paH, KPOBOTEUAMU Y BHYTPIIIHI OPraHu 1 IHIIUMHU
BUJAMHU BHYTPILIHIX KpoBoTed. OCOOIMBO CKIAIHO JIarHOCTYBAaTH KPOBOTEUy y M’SI3U
nornepexy ado B 3a04EPEBUHHMIA MTPOCTIP.



Y IUTHHM 13 UM 3aXBOPIOBAHHSM TPU aKTHUBHUX pyxXax a0o Micis maaiHb JIETKO
3’aBIAIOTHCA cUHIU. [ToMiTHUME OyayTh TpUBaIl KPOBOTEUl 13 MOMIKOHKEHUX CITU30BUX
000JIOHOK POTOBOI TOPOKHHHH.

[ToBTOpPHI KPOBOTEUYI YAaCTO BUHUKAIOTH Y MEBHOMY CYIJIOO1 3 MOJANBIIUM PO3BUTKOM
aptporarii. KoJiiHa € HaifO1J1bIII 3BUYHUM MiCIIeM BUHUKHEHHSI KPOBOTEY y CyTIJIOOH, ajie
JIKT1 1 IIUKOJIOTKA TaKOX MOXYTh OyTH ypaxkeHi. [leprmuMu cuMIToMamMu KpoBOTeUl y
cyTJ100 € 0171 1 0OMEXXEHHS PYyXiB Y HhOMY, TAKOXK MAI[I€EHT MOYKE B1TIyBaTH MOKOJIFOBAaHHS
1 Kap.

Jlabopamopna diacnocmuka

1. CKpUHIHTOBI TOCHIIKEHHS T€MOCTa3y sIKI MOXKYThb BUSBISATUCS ITPU reMopurax A ta
B: noposxenuit AYTY, nHopmanehi: [TH, TY ta piBenb (piOpUHOreHy, KOHUEHTpAIis
TpoMOOIUTIB, yac 3akputTa B amapati PFA-100 abo PFA-200. AUTY moxe Oytu
HOPMAaJIbHUM TIpH JIeTKi# ¢popmi remodinii, sikio pisers ¢. VIII/d. [X >30 % nopmu.

2. IliaTBepIKYIOYl TOCTIIKEHHS: 3HUKEHHS TPOKOAryJIALiitHOT akTUBHOCTI ¢. VIII/(.
IX B mra3mi, reHETUYH1 JOCIIKCHHS.

XBopo0Oa ¢on Binnedbpanna

Emionocis ma namoeenes

XBopoba (pou Binedbpanna (X¢dhB) € HallOLIbII MOMIMPEHUM CIIAIKOBUM PO3JIaJ0M, L0
MIPU3BOIUTH 0 KPOBOTEY. XBOpoOa yCIaAKOBYETHCS 32 Ay TOCOMHUM MEXaHI3MOM Ta
BpaXkae YOJIOBIKIB 1 )KIHOK. XBopoOa Binmebpania — 11e cnaaikoBuil po3iiaj; CUCTEMHU
3rOpTaHHS KPOBI, 110 CIPUYUHSAETHCA HEIOCTATHICTIO a00 HETIPaBUILHUM
¢dynkiionyBanuaM ¢akropa Binnedpanma (VWF). Lle mporein, 1o onocepenkoBye
MIEPBUHHY a/Ir€3110 TPOMOOIIUTIB Ha MICISX CYJIMHHOTO MOIIKOKEHHS, a TAKOXK 3B’ S3y€
ta ctabumizye gakrop VIII sropranns kposi (FVII) B pycni mupkyssiii. Takum arHOM,
nedextrt VWF MOXyTh CIPUYMHUTH KPOBOTEUY BHACIIIOK MOPYIICHHS aare3ii
TPOMOOIUTIB UK 3MeHIIeHHs koHeHTparii FVIII.

Kniniuna kapmuna

Haii6iap1n mommpeni CiMOToOMH Y JIFO/IeH 3 XBopoOoto Bimedpannaa e kpoBoTedi (JerKi
a00 cepeIHhOTO CTYIEHS BaXKKOCTI, IO HE MOTPEOYIOTh MEepPETMBaHHS KPOBI 00 BI3UTY
710 TepaneBTa) CIM30BUX 00OJIOHOK Ta MOBEPXHI MIKIPH Y MALIEHTIB MEPEBAKHO 3 TUIIOM
1 X¢B. KpoBoTeui, 110 3arpoxyoTs xkutTio (L{HC, 1UTyHKOBO- KUIITKOBI1) CTAIOTHCS Y
MAIIEHTIB 3 TUMIOM 3, y ICSKHUX MAaIEHTIB 3 TUMIOM 2 Ta piako — 3 Tunom 1. Hedacri
MPOSIBU KPOBOTEY, TaKl SIK T€MApTPO3U MPOSBIIAIOTHCS Y MEPUTY YEPTy B MAIIEHTIB 3
TUIIOM 3, TOOTO TOCTPOIO HEAOCTAaTHICTIO (pakTopa. KiiHiYHI CUMIITOMU MOXYTh OyTH
3MIHEHI IHIIMMHU HassBHUMH XBOopoOamu abo nmpuitoMoM meaukameHTiB. Hanmpukian,
nikyBaaas ACK a6o iammmu HIT3I1 nigBumye TeHACHITIIO 10 KPOBOTEY, TOA1 SIK
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nepopaibHi KOHTPAIENITUBH MAIOTh 3BOPOTHUM €(PEKT Yy KIHOK 3 XBOPOOOIO
Binne6panna. KiiHiuHa OmiHKa CHMITTOMIB KPOBOTEY € CKIIATHOIO 3312400, TOMY 1110
BaYKKI CHMIITOMH YacTO 3yCTPIYAIOTHCS Y 3/I0POBIi MOMYJISIII].

Jlabopamopha diacnocmuka

[TepBuHHMIA TaOOpPATOPHUI aHAI3 TEMOCTA3y BKIIIOUYAE aHATI3 TPOMOOIIMTIB Ta TIOBHHM
anaii3 kpoBi, AUTY, nporpombinoBuit uac (ITH), a Takox piBeHb GiOpUHOTEHY Ta
TpoM6GiHoBHit yac (TY). Lle TecTyBanHs qomoMarae BUSHAYUTH, YU BIACYTHICTh (paKkTopa
3ropTaHHs a00 TPOMOOIMTOMEH ST MOKYTh OyTH MPUUMHOIO KITIHIYHOT KpOBOTEUi. SKIIIO
B aHAMHE31 MPHUCYTHS KPOBOTEUA 31 CIM30BUX 000JIOHOK, MOTPIOHO MPOBECTH MEPBUHHI
TECTU Ha XBOopoOy BieOpana Bxke npu nepuiomy Bi3uTi A0 JiKaps.

[Tpu Bukopuctanui AYTY B miarnocTuili xsopodbu BinmneOpanna pe3yiabTaT IbOTO TECTY
aHOPMaJIbH1, TIIBKH SKIIO J0CTaTHRO 3HKeHUH piBeHb FVIII. Tak sk ren FVIII, npu
xBOpo01 Binnebpanaa, neaminnuid, Aediuut FVIII € Bropunaum no VWE, iioro
MPOTEIHA-HOCIA. Y 30pPOBUX JIIOAEH piBHI LIMX (HAKTOPIB MPUOIU3HO HOpMaibHI: 100
MO/ . Ilpu tumi 3 pisens FVII Huxumii 3a 10 MO/ ta gBiisie co00r0 HOpMaIbHUR
ctad FVIII npu BiacyTHOCTI HHoro npoteina-Hocisa. Y mozaeit 3 Tunom 1 pisens FVIII
TpoXu BUILMH 32 piBeHb VWF Ta BIUCy€eThCS Yy HOpMaJIbHI MeX1. Y JroAeill 3 Tunom 2 (3a
BukiroueHHsAM tuny 2N) FVIII yacto y 2-3 pa3u Bunmii 3a aktuBHIicTh VWF. Takum
ynHoM, AUTY 3Haxonutbes y Mexax HopMu. Akio kiaipenc VWF € npuunHoro Horo
HU3BKOTO PiBHA, piBeHb FVIII 3HMXKYy€eThCS Tak camo, MOXIIMBO TOMY, IO OOMIBA
IIPOTETHH PO3MAJAIOTHCS SIK KOMILIEKC.

[TepBunH1 TecTu Ha XxBOpoOy BimieOpana

1) VWF:Ag
2) VWF:RCo
3) FVIII

i Tpu TecTu, TOCTYIHI y OUTBIIOCT] BEJIUKUX JIIKApEHb, BUMIPIOIOTH KUIbKICTh VWF y
m1a3Mmi, (PyHKIII0 poTeiHa y SIKOCTI PICTOLETUH-KO(PAKTOPHOI aKTHBHOCTI, Ta
MoxuuBicTh VWF BHKOHYBaTH CBOIO poJib mpoTeina-Hocis ayis FVIIL. Skmo Oyas-skwuii 3
[IUX TECTIB aHOPMAJIbHO HU3bKHM, HACTYITHI KPOKHM MOBUHHI OYTH 0OrOBOpEHI 31
CIEL1JIICTOM IO 3TOPTAaHHIO KPOBI, IKUW MMOPEKOMEH 1Y€ 3BEPHYTHCS 10
CIel1aJII30BaHOT0 IIEHTPY a00 MPOUTH OUTbII crieludiuHI TECTH.

VWF:Ag — 11e imyHOTeCT, IKUi BUMIpIOo€ KoHIleHTpailito npoteina FVIII y mmaszwmi.
3a3Buyail BukopuctoByoTh TecT ELISA abo LIA. Pe3ynbTaT T€CTiB BUMIPIOIOTHCS Y
MO/nn a6o MO/mn. Binsrnicts maboparopiit ooupae MO/, Tak sk 1€ € OUIBIIT 3pYyIHUM
CrIocoOOM 3BITYBaHHSI PO BUMIPIOBaHHS ()aKTOPIB 3TOPTAHHS SIK BiJICOTOK BiJT
HOPMAaJIbHOTO.
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VWF:RCo — nie dpynkuionansauii Tect VWF, 1110 BUMIpIO€ HOTO 31aTHICTh B3a€EMOJIISATH 31
3I0pOBUMH TpoMOOIMTaMHu. AHTHOI0TUK PICTOLETHH JornoMarae ¢akropy BimneOpanna
3B’A3yBaTHUCA 3 TPOMOOIIMTAMH, SIKi 30MPAIOTHCS B TPYIIN Ta BUBOJIATHCS 3 HUPKYJIALII.
BuxopucTtanss picTOLETHHY y KITIHIYHUX BUMPOOYBaHHAX OyJIO 3yMMMHEHO, TOMY IO BiH
BUKIIMKAB TpoMOoIHTONEH 0. TvM He MeHIIe, 1151 B3a€MO/1is1 BAKOPUCTOBYETHCS B
7a00paTOPHUX TECTaxX Ta € MIMPOKO MPUUHATOIO AJisi BuMiptoBanus VWF.

JlekibKa METO/1IB BUKOPUCTOBYIOTHCS JIJIs OIIHKY arjFOTUHAIIIIT Ta arperamii
TpoMOo1UTIB. BOoHM BUKOPHUCTOBYIOTH 3B’si3yBaHHs VWF 110 riiikonpoTeiHiB
TPOMOOIIUTY, IO 1HILIIOEThCS picTolieTHHOM. L1 MeToau BKitoyaroTh: 1) yac ais
BHUJIMMOI arperarii TpoOMOOITUTIB i TI€F0 PiCTOIETHHY, BAMHUBAHHS HOPMAJIbHIX
TPOMOOLIMTIB Ta JENIOLII0 IJIA3MH; 2) TEMI arperaiii nij 4ac TpoMOOLUTAPHOI
arperoMeTpii 3 BUKOPUCTAHHSIM PICTOLICHY; 3) aBTOMaTU30BaHI TypO1JOMETPUYHI TECTH,
110 BU3HAYAIOTh arperaiito TpoMOOIUTIB 3a JOIOMOTOI0 TUX CAMHUX PEAreHTiB; 4) TeCT
ELISA, o Bu3Havae npsime 3B’ si3yBaHHa VWF 3 riiikonpoTeiHOM Npu y4acTi piCTOIEHY;
5) 3B’s13yBaHHs MOHOKJIOHAJILHOTO aHTUTLIa 3 eniTonoM (ppakmii A1 VWF. Meton 5
Moxe BUKOHyBatucs y popmarti ELISA a6o LIA. Bin He 6a3yeTbcs Ha 3B’ si3yBaHHI1
picrorieTHoM. [lepii Tpy TECTH BUKOPUCTOBYIOTH (hparMeHTH MEMOpPaHU TPOMOOIIUTIB,
[0 MICTSITh TJIKOMPOTETHH, a HE BCIO MOBEPXHIO. Uy TIHMBICTh BAPIIOETHCS B 3aJICKHOCTI
B1J1 1abopatopii. 3araiom MmeToau 1 Ta 2, 10 BUMIPIOIOTH arperaiio TPOMOOIIUTIB,
JAI0Th Pe3yabTaT NpuoIM3HO 110 piBHA 6-12 MO/mi1. Meton 3 — 10-20 MO/nn. Meton 4
mosxe BuMipsaTu VWF:RCo 1o meniie Hixk 1 MO/nn, a #oro Bapiailisi MOKe BUMIPSITH
nigBuieHe 3B’ si3yBanug VWF 1o riikonpoTeiniB nipu tumi 2B xBopobu Binnebpanna.

6.3.HaOyTi koarysionarii

[TopyuieHHs! KOaryJsiliiHOrO reMoCcTa3y Mpu XBOpoOax NeyiHKU

Emionocisas ma namocenes

[Iporpecyroua BTpaTa Ne4iHKOBOI MAPEHXIMHU aCOIIIOETHCS 31 3HIKCHHSM B TUTa3Mi
BMICTY yCiX (pakTOpiB 3ropTaHHs KpOBI 32 BUHATKOM: (piOpuHOTEHY (MI0T0 pIBEHD
3HIDKYETHCS JIUIIE IPU BTOPUHHOMY 3amyIieHoMy 1upo3i), VWF (cuatesyerbes

B KJIITMHAX EHJO0TEeNi0 Ta Merakapionutax) i pakropa VI, akTuBHICTB SKOTO MOXKE
HaBITh 30UIbIIYBATUCH (TAKOXK CUHTE3YETHCS B EHIOTENIATbHUX KIITHHAX).
INnepcrieHizM Moke TPU3BOJIUTH 10 TPOMOOLUTOIEHI1. TakoX po3BUBAETHCS
nucgiOpuHoreHeMist Ta IucyHKIis TpoMOouUTiB. [Ipu 3aXBOprOBaHHAX MEUIHKU
CHIBICHYIOTh MPOTPOMOOTHYHI 1 MPOTEMOpPAariuHi MOPYIIEHHS TeMocTa3y. 301IbIIIEHHIO
pusnKa TpoM0603y cripusroTh miaBuieHuit piseHb VWF 1 pakropa VIII, a Takox
3HIDKCHHSI aKTUBHOCTI aHTUTPOMOIHyY, Oinka C 1 6inka S. I[ligBumienns aktuBHocTi TATT
Ta 3HWKEHHS AKTUBHOCTI 1HT101TOPIB MJIa3MiHy MPU3BOIATH 10 HAIMIPHOTO
($16prHOII3y. CXHIIBHICTB O KPOBOTEY, SIKA YACTO CIIOCTEPITa€ThCs y XBOPHX 13
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JIEKOMIIEHCOBAaHUM LIMPO30M IE€YIHKH, TAKOK MOXe OyTH CIpUYMHEHA CYITyTHIMU
MeXaHi3MaMu: TOPTAILHOIO TiEePTeH31€10, NUCHYHKIIIEI0 eHI0TENiI0, OaKTepiaTbHUMU
1H(EeKLISIMHI, HUPKOBOIO HEJJOCTATHICTIO. Y 3B’SI3KY 3 HAsSBHICTIO TUTIOBUX (DaKTOPiB
TpoMOOEMOOIIIYHOTO PU3UKY PIBHOBAra TaKoK MOXKe OyTH 3MIIIEHOIO B CTOPOHY
TpOMOO3y.

Kniniuna kapmuna

[Tpu rocTpiii mediHKOBIM HEJOCTATHOCTI 3a3BUYAM HE CIIOCTEPIraeThCs MiABUILICHOT
CXWJIBHOCTI 10 KPOBOTEU 32 BUHITKOM (PyJIbMIHAHTHOTO Mepediry 3axBoproBaHHs. [Ipu
XPOHIYHUX 3aXBOPIOBAHHSX IMEUIHKU HATOMICTh BUHUKAIOTh KPOBOTEU1 3 HOCA 1 ICEH,
KpoBoteui 3 BepxHboro Biauty IIIKT (Haituacriiiie 3 BApUKO3HO PO3IMIMPEHUX BEH
CTPaBOXOJ1Y), €KXIMO3H, PACHI MEHCTPYyaJibHI KpOBOTEY1, reMarypis. [cHye nmigBuieHui
PHU3HK PO3BUTKY BEHO3HOTO TPOMOO3y (Harp. TpoMOO03y NOPTAIBHOI BEHH ), TAKOXK MOKE
PO3BUHYTHUCH apTepiaabHUN TPOMOO03 (1HCYIIBT, 1H(APKT MioKap/a).

JlabopamopHha diacnocmuka

[Topy1ieHsist KoaryJIaiiHOro reMocTa3y Mpu XBOpoOax MeyiHKU BCTAHOBIIOIOTH Ha
M1JICTaBl aHAMHE3Y 1 pe3yJIbTaTiB Ja00OPATOPHUX JIOCTIIKEHb. 30KpeMa BUSBIIAIOTh
nofoBxkeHHs [14, HopmansHuii a60 nogosxkernit AUTY, gacTo migBUIIICHUN PiBEHB
($10puHOreHy, 4acTo CIOCTEPIratoThCs TPOMOOIUTONEHIS, TOJOBXKEHUHN Yac 3aKPUTTS
PFA, 3amxena aktuBHICTh (hakTopy V ta paktopy VII npu HopManpHii ab0 miIBUILIEHIM
aktuBHocTI paktopy VIII, migsumena akruaicts VWF, HopManbHuii abo 1enio
nigBUIeHUH piBeHb D - numepy, 111 JabopaTopHi (010X1Mi4HI) 03HAKHU [TUPO3Y NEYIHKU
a00 TocTpoi MeUiHKOBOI HEIOCTATHOCTI. Pe3ynbpratl pyTHHHUX JOCIIIKEHb CUCTEMU
reMoCTa3y y IUX XBOPUX HE B1I0OPAKAIOTH CXUIBHOCTI 10 TPOMOO3Yy.

HaGyta remodinis A

Emionociss ma namocenes

AyToiMyHHE 3aXBOpIOBaHHS, cipruunHeHe antutiyiamu 10 pakropy VIII (iariditopamu
daxtopy VIII). PigkicHe 3axBOproBaHHSI, XBOPIIOTh IPEACTABHUKN 000X

crateil. Etionorisa: neBigoma (50 % BuMaakiB), po3BUBAETHCS BIPOJAOBK LIECTH MICSALIIB
MICTIsl IOJIOT1B, MPU ayTOIMYHHHX 3aXBOPIOBAHHSIX, 3JIOSIKICHUX HOBOYTBOPEHHSIX,
aJepriYHUX 3aXBOPIOBAHHAX 1 MEIMKaMEHTO3HUX peakilisx. [urioitop daxtopy VI
cnioctepiraethcst y ~20 % 310poBHUX 0¢10, OTHAK HE BUKIMKAE CUMITTOMIB T€MOPAriqyHOTO
miaresy.
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Kniniuna kapmuna

Tspkkuil reMopariuiuii aiates 3 parnTOBUM MOYATKOM: OOIIMPHI MiJIIKIPHI KPOBOBUJIUBH,
KpoBOTeul 31 CIn30BUX 000J10HOK (70 mpocBity LIIKT, ceuoBux 1 cTrareBUX NMUISIXIB),

3 paH MiCJIsl XIpyPriuHKUX Omepariiid Ta eKCTpakilii 3y0iB; pijiiie reMaToMH

B 3204E€PEBUHHOMY MPOCTOP1, BHYTPIIIHHOUEPETTHI KPOBOTEU1, KPOBOBUJIMBH Y M’ SI3U
KIHITIBOK; AY>K€ PIJIKO CIIOHTaHHI KPOBOBWJIMBH y CYTJI0OOM (XapaKTepHi aJisa reModiii
A). CrionTaHHa peMmicist BIPOIOBXK BiJl KUTBKOX J0 KiTbKaHAMIATH MicaiiB y ~30 %
XBopuX ("acrimie npu HaOyTiil reModinii A micis monoris). Peunausu y =20 % xBopux,
KOTp1 IOCATHYJIA PEMICIIO MiCIIs MEPIIOi IMyHOCYTIPECUBHOI TEpartii.

Jlabopamopha diacnocmuka

1. CkpuHiHTOBI oCHiKeHHs reMocTasy: nonoBxkenns AUTY (3a3Buyaii 2—3-KpaTHo);
HopmauibHi [T4, TY, kinbKicTh TPOMOOIUTIB, piBEHb (PIOPHUHOTEHY.

2. IlinTBepxyro4l HociimkeHHs: nogoBxeHHss AUTY y 3pa3ky mia3mMu KpoBi,
OTPUMAHOMY BHACIIJIOK 3MIIITYBAHHS OJIHAKOBUX 00’ €MIB JOCIII)KYBaHOI Ta HOPMaJIbHO1
M1a3Mu (HEeraTUBHUM pe3ysibTaT KopekiiitHoi mpoou AUTY), 3H1keHa akTUBHICTb
¢daktopy VIII, tutp iuriditopa ¢pakropy VIII.

JludepeHnriiina qiarHocTUKa

AHanoriyHi (10 BULIEHABEICHUX ) PE3YJIbTaTH CKPUHIHTOBUX JOCIIIKEHb
cnocrepirarotbes npu remodinii A 1 B, nmpu Bpomkennx aedinurax ¢. X1 i X1 (mpu
nediruti ¢. X1 Hemae nposBiB JiaTe3y) Ta y BUMAAKY HASBHOCTI BOBUaKOBOTO
AHTUKOATYJISIHTY (y BKa3aHOMY BUIAAKYy — TpoMOO03).

HabGytuit cunpom BimeGpanaa

Emionocis ma namoeenes

HaGytwnit cunnpom BimteOpanaa — 1ie AedekTr y KOHIEHTpaIlil, CTpYKTYpi Ta PYHKITISX
VWF, 1110 He ycmaakoBaHi, a € HaCJIIKOM 1HIUX MEAUYHUX po3nafaiB. JlabopaTopHi
pe3yabpTaTH MOAI0H1 10 PEe3yJIbTATIB YCIaIKOBaHOI XBOpoOHu BimuteOpanaa Ta BKIIOYAIOTh
samkeni 3HaueHHss VWF:Ag, VWF:RCo, FVIII. Po3nosciomxeHHs: MyIbTUMEpiB akTopa
MOke OyTH HOPMaJbHUM, aJI€ BEJIUKI MyJbTUMEPH TTOKA3YIOTh 3aHUKECHE
PO3MOBCIOKEHHS, TToAI0He 710 Tuiry 2A. 3a3Bu4ail HaObyTui cuHApoMm Binnebpanna
CIPUYUHSETHCS OJJTHUM 13 TPHOX MEXaH13MIB: aBTOIMyHHUH KJIIpEHC a00 1HT10yBaHHS
VWEF, nijiBuilieHuii npoTeosi3, abo MmiBUILEHE 3B’ s13yBaHHA (PakTopa A0 MOBEPXHI
TPOMOOITUTIB a00 1HIIUX KJITUH. ABTOIMYyHHI MEXaHI13MH MOXKYTb CIIPUUYUHUTH HAOYTHIA
cuHpoM BinmneOpanaa B acorriaiiii 3 JiMdonpoaidhepaTHBHUIMHA XBOpOOamu,
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MOHOKJIOHaJIbHUMHU FaMMOMNATISIMH, CUCTEMHOIO YEPBOHOK BOBYAHKOIO, IHITUMHU
aBTOIMYHHUMHU pO3JIa/IaMH, IEIKUMH BUIaMU paKky. ABroantutina 1o VWF
criocTepiratotbes y MeHin Hixk 20% mariieHTiB, sSiKi 00CTexXyBalucs Ha X IPUCYTHICTD,
10 03HAYa€ HEJAOCTATHIO €PEKTUBHICTh METOIIB JETEKIIIi aHTHTLI, 200 110 B TAHUX
yMoBax HaOyTHil cunapom BimeOpana He 3aBk a1 Mae aBTOIMyHHY OcHOBY. HaOyTtuii
CHUHJIPOM OMHCYETHCS MPH TIMOTEPOIAI3MI SK HACTIIOK HEIMyHHOTO MeXaHi3my. Jleski
JIKY TaKOXX MOXKYTh BUKIIUKATH 1M CUHIPOM: IIUIPOQIOKCALIMH, BATbIIPOEBA KUCIIOTA,
rpu3eodyabBiH Ta T1APOKIIIETHI KPOXMalh.

Kniniuna kapmuna

HaGytnit cuaapom BimmeOpanma mae wmiciie mpu 0araThbOX 3aXBOPIOBaHHSX, ayie 1HIII
KJIIHIYHI O3HAaKU MOXYTh BIABEPHYTH YBary BiJ I[I€] MOTEHIINHOT NPUYMHU KPOBOTEUI.
KiiniuHa kapTrHa HaOyTOro cMHApoMy BimneOpaHna cxoka Ha KIIHIYHY KapTHHY NpU
cnaJKoBid xBopoOi BimneOpanna, ane 10Aar0ThCS CHUMIITOMH Ta O3HAKM OCHOBHOIO
3aXBOPIOBAHHS, IT1J1 YaC SIKOr0 BUHUK HAO0yTU cuHapoM Bitebpanna.

Jlabopamopha Oiaecnocmuka

JlabopaTopHa 1arHOCTUMKAa TPYHTYETbCS Ha THUX € JIA0OpAaTOpPHHX TecTaxX, IO W
nabopaTopHa JIarHOCTHKA CHAJAKOBUMOro cunapomy BimneOpanga (ctop.10 miei
METOAMKH). TAKOXK J1a0OpaTopHa J11arHOCTHKA J0MOMAara€ BU3HAYMTH BaXKKICTh Nepediry
K cuHApoMy BimieOpanaa Tak 1 OCHOBHOTO 3aXBOPIOBAHHS.

6.4. TpomOouuToNeHii
[Tatod1310J0TIYHUMHA  MEXaHI3MaMU TPOMOOIMTOIEHII, CTaHy KOJHM KOHIIEHTpaLis
TpOMOOLMTIB y KpoBi < 150 % 10%11, MoxyTH OyTH:
- 3HM)KEHA MPOAYKI[iSl TPOMOOIIUTIB y KICTKOBOMY MO3KY
- M1JIBUILIEHE BUKOPUCTAHHS (CIIOKUBAHHS) TPOMOOLIUTIB
- ITIBUIIIEHA CEKBECTPAIIisl B CEJIC31HII].
[Ipu migpaxyHky TpoMOomuTiB KpoBi 3 BukopuctanasMm EJ[TA- anTtukoarymnsHTa 1HOII
OTPUMYIOTh TOMMJIKOBO HH3bKI TIOKa3HHMKH (TICEBAOTpOMOOIMTONEHIs).  SKIIo
TpombonuToneHito (< 100 x 10%1) y narienra BUABUIN BHepLIe, TOW caMuii 3pa30K KPOBi
CJIiJI IEPEBIPUTHU BPYUHY Ha HAsIBHICTh arperariB TPOMOOLIUTIB.
TpoMOOLMTOIIEHISI € CHMIITOMOM, MIPUYUHY SIKOTO CJiJT 3'sICYyBaTH.
TunoBumMu nposiBaMM TPOMOOLMTONEHII € YTBOPEHHS CHHIIB 1 MeTexiil Ha IMIKipl Ta
KPOBOTOUYMBICTH CIIM30BUX OOOJOHOK.
30KkpeMa, MOMIMPEHUM SIBUIIEM € KPOBOTEUl 3 HOCY Ta siCeH. TaKoX MOXE PO3BUHYTUCA
KpOBOTE€YA B IUTYHKOBO-KHUIIIKOBOMY TPAaKTI 1 CEUOBUBITHUX HUIAXAX.
Takox mOIMPEHOI0 € MEHOPAris.
AJle CXUJIBHICTB /10 KPOBOTEY € P1IKICHOIO, SIKIIO KUIBKICTh TPOMOOITUTIB
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cranoButh 50-100 x 10%n1 a6o Ginbme. Konuentpanii tpom6orumTis 10-50 x 10%1 yacTo
TIOB'A3aHa 31 CHOHTAHHMMM KpoBOTedamu, a pu < 10 x 10%1 xpoBoTedi yacTo MaroTh
TsOKKUN niepeOir. JlikapchKi mpenapaTH, Kl BIUIMBaIOTh Ha (yHKIit0 TpoMOouuTiB (ACK,
omokaropu AJID- pernenTopiB, HAMpPUKIA, KIOMIAOTPENIb, THKArpeiIop, Mpacyrpens),
M1JBHUINYIOTh CXWJIBHICTh 0 KPOBOTEY BKE IPH BIIHOCHO MOMIpHIA TPOMOOIMTOIEHIT
[TapanenbHa aHTUKOATYJITHTHA TEparlis TaKOX ITiIBUIIYE PH3UK KPOBOTEYl y TaIli€HTa 3
TPOMOOITUTOTICHIEIO.

TpomboruTorneHis ik HabyTe IMyHHE 3aXBOPIOBAHHS:

[lepBrHHA IMyHHA TPOMOOILIMTOIIEHIS
Emionocisi ma namozenes

[lepBruHHA IMyHHA TPOMOOIIMTOIICHISI, 1HIIII HA3BU — 1J{I0NATUYHA TPOMOOIIUTOTICHIYHA
nypmypa (ITII) abo xBopoba Bepiibroda — 11e HabyTe iMyHHE 3aXBOPIOBAHHS, 1110
XapaKTEPU3y€ETHCS 130JIbOBAHOIO TPOMOOIIUTONIEHIEIO (KUTBKICTh TPOMOOIIUTIB

y nepudepuyniit kposi <100 000/MKI1) IpH BIACYTHOCTI (haKTOPIB, MPO AK1 BITOMO, IO
BOHHM BUKJIUKAIOTh TPOMOOIIUTOIICHII0, Ta/ab0 6€3 po3i1adiB, 110 CYNPOBOIKYIOTHCS
TPOMOOIUTONEHIELO.

ETionoris HeBigoma. TpoMOOLMTONEH S € pe3yJIbTATOM HAasSBHOCTI aHTUTPOMOOIIUTAPHHUX
aytoanTuTia (y 60—70 % xBOpHX), 3HUIIEHHS TPOMOOITUTIB TI1]] BIUTUBOM
IMUTOTOKCUYHUX T-TIMQOIMUTIB Ta 3HWKEHOT MPOAYKIlT TPOMOOITUTIB B KICTKOBOMY
MO3KY (aHOMaJILHOTO JTO3P1BaHHS METaKapiOLUTIB Ta MOCUJICHHS 1X armonTo3y). Y4acTh
KOXKHOTO 3 IIUX MEXaHI3MIB Y OKPEMHUX XBOPHX Pi3HA. ATaKOBaH1 aHTUTLIAMU
TPOMOOIUTH TIUISITal0Th (ParoruTo3y Makpodaramu, rOJIOBHUM YHHOM B CEJIE3IHIII.
AHTHUTINIA pearyoTh TAKOXK 3 MErakapiolUTaMu, 3HWKYIOUH Tpomoborioes. Takox
CIOCTEPITAETHCS BITHOCHUH A€PIIUT TPOMOOIIOETHHY.

Kniniuna kapmuna

B 3anexxHOCT! BiJl TPUBAIOCTI IEPBUHHA IMyHHA TPOMOOIIUTOIICHISI KIacCU(pIKY€EThCS K
BIIEpIIIE BUSBIICHA, IEpCcUCTYoUa (1110 TpuBae 3—12 mic.) Ta xpoHiuHa (>12-tu mic.). Y
JOPOCIIMX HAWYaCTIIIe XPOHIYHUHN TIepedir, TpUBaJINiA Yac MOKe OyTH 0€3CMMITOMHUM,
3 MepioaMH PeMiciil Ta CXUIIBHICTIO 710 peruauBiB. Y <10 % XBOopuX 3HUKA€E CTIOHTAHHO
BIPOOBXK 1-2 pokiB. TUMOBI MposIBH: KPOBOTEU1 3 HOCA Ta SICEH, PACHI Ta TPUBAJl
MEHCTpYaJIbHI KPOBOTEYI, B ICSIKUX BUTIAJKAX JIMIIIE IIKIPHI TIETEX11 Ta MiABUIIICHA
CXWJIBHICTB JI0 TOSIBU €KX1MO31B. [leTexii 3a3Bu4ail ciocTepiraroThCsi Ha CIIM30BUX
000JIOHKaX Ta HIKIp1 AUCTAIBHUX YaCTHH KiHIIBOK. HajMipHa KpOBOTOUMBICTH MpHU
yikoakeHH1 TkanuH. Kposoreui 3 LIIKT Ta kpooBuiiueu B LIHC BUHMKAIOTH PiJIKO.
Puszuk BeHO3HOTO TpOMOO3Y MiIBUIIIEHUN y =2 pa3u MOPIBHIHO 3 3arajibHOIO
MOMYJISLIEI0.

Jlabopamopna diacnocmuka
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3a3Buyail B aHaj13aX BUSBJISIIOTh HACTYITHI 3M1HU

3AK: i30;1p0BaHa TPOMOOITUTOTICHIS, 301IbIICHHI cepeaHiit 00’ em TpomOonmTiB (MPV),
TiraHTChKI TPOMOOILIUTH, MOYKJIMBA aHEMIS.

JI71s1 BUSIBJICHHS 1HIIIMX MPUYUH TPOMOOIMTOIICHIT TPOBOIATH MOIIYK 1H(DEKIIIH,
cnpuunnenux BIJI, HCV, H. pylori, mapBoBipycom B19 ta IIMB;

Taxox npoBoasts Bu3HaueHHs1 TTT ta antutin npotu peuentopa TTT (miarnoctuka
rinepTUpeo’y), BU3HAUCHHS aHTUHYKJICAPHUX aHTUTLI (BUKJIIOUEHHS CUCTEMHOTO
YepBOHOTO BOBYAKa); BU3HAYCHHs aHTU(HOCGHOIIIITHIX aHTUTLT; BUSHAYCHHS
koHneHTpauii IgG, IgM ta IgA (3aranbhuii BapiaOenbHUM iMyHOIe(DIIUT HAsIBHUHN Y ~20
% xBopux Ha ITII); Tect Ha BariTHICTh, NpSIMUI aHTUTIIOOYIiHOBUY TecT. [1ix yac
PYTUHHOI IIarHOCTUKU BUSBJICHHS aHTUTPOMOOLIMTAPHUX aHTUTLI HE Ma€ 0COOJIMBOTO
3HAYCHHS.

SKIIO 1HIIUX TPUYMH TPOMOOIIUTOIICHIT HE 3HAMIEHO JI1arHO3 - 130JIbOBaHa
TPOMOOITUTOTIEHIS

['enapun iH1yKOBaHA TPOMOOIIUTOIICHIS

['enapun-inaykoBana TpomoOorutoneHis (I'IT) — imyHHO-onocepeikoBane
BHCOKOIIPOKOATyJISTHTHE MOPYIIIEHHS aKTUBAIlli TPOMOOIUTIB, CIPUYMHEHE YTBOPEHHIM
MAaTOT€HHUX aHTUTLI 10 KOMIUIEKCY TpomoOouutapuuii dpaktop 4 (Td4) — renapuH.
Po3spiznstors npa Tunu ['1T:

1-#1 — renapuHacouiiioBaHa TPOMOOLUTONEHIS, SIKa 3yMOBJICHA MPSMOIO B3aEMOJIIEI0 MIXK
rerapuHOM 1 IMTUPKYITIOIOYUMA TPOMOOITUTAMHU, 1110 CIPHYUHSE iX 37TUTIAHHS

Ta cekBectpaiito. ['IT nepmoro tuny moxe ypaxkatu 10-30% marrieHTiB, SiKUl JIKYIOTHCS
rernapuHOM, TIPOSBISIETHCS B IPOMDKKY 48-72 TOMH BiJI MOYATKY JIIKYBaHHS. 3arajoMm
1€ TPAH3UTOPHUIN CTaH, SIKHI CYIIPOBOJIKYETHCS TOMIPHOIO TPOMOOITUTOTICHIEIO 1 3HUKAE
yepe3 4 qH1 micis npunuHeHHs JikyBaHHs remapunoM. Tun 1 I'T ve acorifioBanuit

3 TpoMO03aMu

I'IT 2-i1 Tun — iMyHHO-OTIOCEpEIKOBaHa TpoMOoIuTONeHis. Tum 2 BUHUKAE PifIIe,

3 gyactoToro 0,1-7,0%, 3a1eXuTh BiJ TUITY T€NIapUHY, TPUBAJIOCTI JIKYBaHHS 1 MOMYJISALIT
nanienTiB. HedpakmiioBani renapuau (HOI') 361mbm1y0oTh pu3uk po3Butky [T

y 10 pa3iB nmopiBHAHO 3 HU3bKOMOJIEKYIApHUMU Tenapunamu (HMI). T'IT Bunukae mix
5-M 1 14-M JHSMH BiJl MOYATKOBOTO 3aCTOCYBaHHS T'eMapyHy 3 MIJBUILIEHUM PU3UKOM
TpomM003iB. TpoM0O03u yTBOPIOIOTHCS Y 25-50% martieHTiB.

Emionozia ma namozenes
[ToGiunmii edexT, Bimomuii sik ['1T, Oarato B YoMy cX0Kuil Ha MEXaHI3M OaKTepiabHOTO
3axucrty. TpomOonurapuuii paxtop 4 (PF4), o BUBLIBHIETHCS 3 O-TPaHyI
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TPOMOOIIUTIB, 3B’ A3Y€EThCS 3 MOJIIaHIOHAMHU, SIK-OT I'elapuH, a00 MoJilaHiOHAMU

Ha TTOBEPXHI OakTepii, 3a3Hae KOHPOPMAIIHUX 3MiH, 10 3yMOBJIIOE YTBOPEHHS
iMyHOJIOT19HOTO KOoMITIekcy PF4-miomanion (remapun) abo PF4-momianion (6akrepii).
[Ticas akTuBanii B-nimdouutu (iiMoBipHO, B-KITITHHU MapriHaIbHOT 30HH) TEHEPYIOTh
anTu-PF4-nonianionni 1gG. 1l anTUTIIA MOXKYTH 3B’ SI3yBaTHUCS 3 PI3HUMHU OaKTEPisIMU,
Bkputumu PF4, Ta oniconizyBatu ix. OJIHaK 111 aHTUTLJIA TAKOXK 3B’ A3YIOTHCS

3 koMmIiekcamu PF4-remnapun, yTBoprowdHn iMyHOKOMILIeKCH. FC-nisaaka 19G
3B’s13y€eThes 3 perienropamu Fcy Rlla TpoMOonuTiB, 1110 cipyuuuHsE KIacTepr3aliio
penienitopiB Fcy, oTe, CHIIbHY aKTUBAIIIIO Ta arperaifito TPOMOOIIUTIB.

I{e BHYTpIIIHHOCYAMHHE CTIO’KWBAHHS TPOMOOIIUTIB 3yMOBITIOE 3MEHITIEHHS iXHBO1
KUIBKOCTI Ta MPOAYKYBAHHS MIKPOYAaCTUHOK TPOMOOLMTAPHOTO MOXOKEHHS, SKI
MIPUCKOPIOIOTH YTBOPEeHHs TpoMOiHy. Kpim Toro, antutina I'lT akTUBYIOTH MOHOLIUTH
(3a monomororo Fcy RI) Ta (mpsiMo 4 onocepeIkoOBaHO) €HA0TEN1alIbHI KIITUHH.

AKTHBaIA U arperailis TPOMOOILIMTIB, aKTUBAIis KOMIUIEMEHTY, MOHOIIUTIB

Ta emniTeTialbHUX KIITUH MPU3BOJATH 10 BUHUKHEHHS TPOMOO3Y 3 TPOMOOIIMTOIIEHIEIO.
BunanenHs iMyHOCKOMITPOMETOBAHUX TPOMOOIIUTIB 3 PETUKYJIO-EHI0TENIabHOT
CUCTEMU NOTIUOIII0E TpoMOoLUTONeH 0. IMyHOTeHHICTh KOoMIUTekcy Td4 — renapux
3aJIEKUTH BiJl JJOBKMHM JIAHIIIOTIB TeMapuHy Ta KUTBKOCTI Cylb(}aTiB y npenapari. Takum
YUHOM MOYKHA TOSICHUTH BEJIUKUN PU3UK YTBOPEHHS aHTHUTLI MpH 3actocyBaHHi HOT
nopiBHsiHO 3 HMI', a TakoX BiJICYyTHICTh pU3UKY TIPH BUKOPHUCTaHHI (POHIATAPUHYKCY

Kniniuna kapmuna

OcHoBHa o3Haka ['IT pi3ke naginHs KoHUEHTpalii TpoMOouTiB Ha 50% abo OutbLIe Mg
yac teparii renapuHoM, 3a3Buyait 1y ['IT 2 e craerbest mik 5 ta 10 nuem (iHoxi no 14
nHs1) renapuHoTeparii. [IpoTe, Take maaiHHS KOHIIEHTpAIlli TPOMOOIIUTIB MOKE
BUHUKHYTH B MIEPIINH JCHb Tepallii, K0 XBOPH MpUMaB rernapuH B MOMEPeIHl TPH
Micsi. Takox [T tumy 2 cynmpoBOIKYETHCS HAPOCTAHHAM 1CHYIOUOTO TPOMOO3y Ha
(doH1 JTIKyBaHHS FeNapuHOM, A00 BUHUKHEHHS TPOMOO31B B 1HIITMX MICIISIX.
AHadinakTu4Hi peakilii, epurema, 0171b Ta HEKPO3H MIKIPU B MICIISIX BBEJICHHS T€apUHY
TaKOX HaJeXaTh 10 o3HaKiB Ta cuMmnToMiB ['IT. V nmaiieHTiB, KOTpi OTpUMYIOTh rerapuH
BHYTPIIIHLOBEHHO, MOKJIUBHI MPOSIB TMXOMAHKH, TIIEPTOHII, TaxiKap/ii, 3aJUIIKA

Ta 00JII0 B IPY/ISX, @ TAKOK BUCHUITY Ha HIKIPI.

Jlabopamopha Odiacnocmuka

VY nauieHTiB, Kl OTPUMYIOTh OYy/Ib-IKUI TeapuH, HEOOX1JHO BU3HAYMTH Oa3aIbHUIMA
piBEHb KOHIIEHTpallii TPOMOOLMTIB Mepe NoYaTKoM Tepamnii (ki1ac pekoMmenaaii I,
PiBEHb JIOKAa30BOCTI A).
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KoHTposb kKoHIIeHTpallii TPOMOOIUTIB 311IMCHIOIOTH MTPUHANMHI Yepe3 JeHb 3 4-ro no 14-
i 1eHp abo 710 3aBEPIICHHS Teparlii renapuHOM, 3aJICXKHO Bl TOTO, [0 TPUBAE JIOBIIIE,
y maiieHTiB 3 Tepamiero HOI'.

KoHTpoab kKoHIIeHTpallii TPOMOOIIUTIB IPOBOASITH IPUHANMHI Yyepe3 JAeHb 3 4-ro mo 14-
i1 neHb a00 70 3aBEpIICHHS Teparii renapuHoOM

['IT cnix 3amigo3puTHl y pa3i 3HWKEHHS piBHS KOHIeHTpalii TpomOouuTiB Ha 30% abo
O1IbIIIE BIJI TOYATKOBOIO, Ta Y TIALIIEHTIB 3 HOBUM TPOMOO30M, IIKIPHOIO AJIEPri€ro

Ta IHIMMHU HenomupeHuMu nposisamu ['1T mixk 4-M 1 14-M gHSAMH BiJ TOYATKY
renapuHoTepanii.

[Tpu migo3pi Ha ['IT npoBoaaTh aHai3 Ha aHTUTLIA 1O KoMIuiekcy Td4-renapuH, 1e
MOKe OyTH SIK IIBUJKHUM TECT TaK 1 KUIbKICHE BU3HAYEHHS JIATEKCHUM IMYyHOJIOTTYHUM
metonoM abo merooM IDA gu [XA

6.5. TpomOouuronarii

Emionocis ma namoeenes

OpnnuM 13 nopyuieHb GyHKIIIOHYBaHHS TpoMOo1uTIB € TpomOoruTomnarist (TIT). TII
XapaKTepPU3y€eThCS MOPYIIEHHSIM CUCTEMH 3rOPTaHHS KPOB1 Uepe3 sIKICHY
HETIOBHOIIHHICTh 200 TUCHYHKIIT TPOMOOIIUTIB (B TOM Yac sIK KOHIIEHTpAIis
TpoMOOLIUTIB MOXe OyTH HOpMalibHOIO). TII XapakTepusyeTbcs reMopariYyHUMU
YCKJIaIHEHHSIMHU MIKPOIMPKYJISIIHHOTO THITY Y BUTIISIII Ty PITYPH, PEIIUIUBYOUHX
KpOBOTEH 3 SICEH, HOCOBUX KPOBOTEY, MEHOpAriil, reMaTypiil Ta KpOBOBHJIMBIB Y
BHYTPIIIIHI OPTaHH.

OCHOBHMMHU JJaHKaMU TTATOT€HE3y TPOMOOILIUTOIATIH €:

1. TlopymieHHs: CTPYKTYpH Ta BJIACTUBOCTEH MeMOpaH TpoMOOIIUTIB (MeMOpaHOIaTis).

2. Ilopy1ieHHs CUHTE3Y Ta HAKOIUYEHHS B FPpaHyJjax TPOMOOIUTIB 010JI0TYHO aKTUBHUX
PEYOBHH.

3. Po3nax nporieciB AerpanyJisiiiii Ta BUBUIbHEHHS TPOMOOIIMTApHUX (PaKTOPIB

CmazikoBi TpOMOOIIUTOMNATIT — HAHOIBII TOMUPEHUH TEHETHYHO 3yMOBJICHUH ne(eKT
reMocTtasy, BUsBIseThCs y 60-80% miTeit 3 peruanByO40I0 KPOBOTOUHUBICTIO CYIMHHO-
TpOMOOIIUTAPHOTO TUITY. PO3MOBCIOIXKEHICTh TPOMOOIIUTONATII HE BCTAHOBJICHA, ajle
10Hy€ AyMKa, 1110 1X MOXHa AlarHocTyBaTu y 5-10% HaceneHHs.
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VY XBOpHX, SIKI MAIOTh CITAJIKOBY TPOMOOIIUTOIATIIO, €M130/11 MiABUIIIEHOT
KPOBOTOYHMBOCTI BUHUKAIOTH 1] BIUIMBOM (DaKTOPiB 30BHIIIHBOTO CEPEOBHILA (BIpYCHI
Ta 1HII 1H(EKI[iIHI 3aXBOPIOBAHHS, TPUHOM acMipuHy, TPaBMH, BaKIIMHALIIT,
¢i3ioTepaneBTHYHI TPOLEAYPH, HATUIIIKOBA 1HCOSIIIS, TUCOAKTEPIO3N).
KpoBoTouuBicTh O171bIII BUpaKEHA YIIPOIOBK BICHSIHO-TITHBOTO MEPI0Iy Ta OCIHHBOTO
CE30HY POKY.

BuokpeminoroTs Taki HAOUTBII MOMKUPEH] BapiaHTH CHAaJIKOBUX TPOMOOIIUTOMATIH:
TpoMOacTeHisi, aTpoMOisi, TPOMOOIIMTONATISI BHACIIIOK MOPYIIEHh MEXaH13MYy PEaKIIiif
BuB1IbHEHHS TpoMmboruTiB (PBT), xBopo0a bepnapa-Cybe, - BTOpHHHI
TpOMOOLIUTONATII IPU CMAIKOBUX MOPYLIEHHSIX IUIa3MOBOI JJAHKH FeMOoCTa3y - XBopoba
Binne6panna, adpiOpuHOreHeMis.

CnankoBi popMH 3rpyNOBYIOTHCA 3a TUIIAMH TUCHYHKIIIH, MOP(OJIOTTYHUMU Ta
010XIMIYHUMHU MMOPYUICHHSIMU TPOMOOITUTIB.

TpomMOoumTONaTIii MOXYTh MaTH Mepeoir 3 OB a00 MEHII BUPAXKEHOIO
TPOMOOILMTONEHIEO, @ TAKOXK 31 3HUKEHHSAM aKTUBHOCTI (hakTopa 3 nux KiaiThuH. OOuasa i
MOPYIIEHHS BIIMIYAIOTHCS B I1arHO31.

Kpurepii giarHocTUKH TPOMOOIIUTONATII.

1. Jlo TpoMOOIMTONATIM BIAHOCATH yCi T1 (POPMU, PU TKUX BUSBIISIIOTHCA CTAOUIBHI (Y TOMY
YUCJl TEHETHMYHO 3YMOBJIEH1) (YHKIIOHaNbHI, MOPQOJIOTiYHI Ta OI1OXIMIYHI MOPYIIECHHS
TPOMOOITUTIB, K1 HE 3HUKAIOTH IPU HOpMaTi3allii iX KUTbKOCT1 Y KPOBI.

2. Jlns tpomOomMTONATIii XapakTepHa HEBIAMOBIAHICTh BUPAKEHOCTI TEMOPATidYHOTO
CUHJIpOMY CTYyHeHI0 TpoMOonuToreHii. KpoBOTOUMBICTh YacTO MOMEPEIKY€ OCTAaHHIM Ta HE
3HHMKA€E MPU MIABUIIEHHI BMICTY TPOMOOLUTIB B KPOBI 10 HOPMAJIbHOIO Ta CyOHOPMaJIbHOIO
PiBHSL.

3. TI'eneTnyHO 3yMOBJIEH1 (POPMHU MATOJIOT1] TPOMOOLIUTIB Y MEPEBaXKHIM O1IBIIOCTI BUMAIKIB
HaJIeXKaTh 10 TPOMOOIIUTONATIH, 0COOIMBO, SKIIIO BOHU MAalOTh HASIBHICTD 3 IHIIIMMU CIIaJKOBUMHU
nedekTaMu-aIb01HI3MOM, AUCIUIA31IMU CTIOTYYHOT TKAaHUHHU, aHOMAITISIMU 1HIUX KIIITHH KPOBI,
(dhepMeHTOMATISIMH.

4. Slkmio y Tiei abo 1HIIOT KaTeropii XBOPUX SAKICHUN Je(eKT TPOMOOIUTIB HEMOCTIMEHUI Ta
3HHMKAE MICIs JIKBIAAIII TPOMOOIMTONEHI, TO TaKy TPOMOOIIMTOIICHIIO CIIA PO3TISIATH SK
BTOPUHHE TMOPYIIICHHS.

Kniniuna kapmuna
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XapakTepHi MPOsIBU KPOBOTEUI CYyIMHHO-TPOMOOITUTAPHOTO THUIY: KPOBOBWJIMBH B HIKIPY (Y
BUTJISI/II TIETEX1H) Ta MIAMKIPHO-)KUPOBY KIITKOBHUHY (€KXIMO3H).

KpoBoTounBicTh ci30BUX 000JIOHOK HOCA, POTA, CEYOCTATEBHUX HUIAXIB, MiCASTpaBMaTHUH]
Ta MicsonepaliiiHi KpoBoTedi. THIOBUM CIIiJi BpaXOBYBaTH HasBHICTh KPOBOTEYI Ta IIKIPHUX
remoparii. TsoKKicTh KpOBOTEU1 IIMPOKO BapilO€ BiJl OJJHOTO TEMOPAriyHOTO emi304a A0 1HIIOTO.
3 BIKOM CTYIiHb KPOBOTEYi 3MEHIIIY€ThCS, YACTIII BUPAKEHA KPOBOTOUMBICTh CIIOCTEPITa€ThHCS 3
TpoMbacTeHier, XxBopoooro Bimnebpanna.

Po3BuTOK KpoBOTEYl THpU CHATKOBUX TPOMOOIMTOMNATISIX € HACTIIKOM KOMOIHOBaHOTO
nedexTy remocTasy, Skuil GOpMYy€EThCS ITPU B3aEMO/IIT €K30- Ta €HIOTCHHUX (PaKTOPIB.

BiporigHicTh ~ KpOBOT€Yl 3pOCTa€ MpPU  CHOJYYEHOMY 3aCTOCYBaHHI  JEKUIBKOX
TPOMOOIMTAPHUX 1HT1OITOPIB, HANPHUKIA, AlETUJICATIIUIOBOI KHUCIOTH Ta KapOCHIIUIIIHY.
["octpi Ta xpoHiuHI iHGEKITIITHO-3anaTbH1 3aXBOPIOBaHHS, aBITAMIHO3H, JUCOAKTEP103H, AllUI03U
BUKJIMKAIOTh P13HI METa0O0I4HI 3pYIICHHS Y CUCTEMI aHTUOKCUJIAHTIB, BOHU TaKOX CIIPHUSIOTH
BUSIBJICHHIO CITaJIKOBOTO Je(PEeKTy TpOMOOLMTIB y BUIJISAI KpoBOTOYMBOCTI. KpoBoTteua, sika
CIIPOBOKOBaHa JIi€10 pi3HUX (PaKTOPiB, BUHUKAE HE3AIEKHO BiJl 4acy J0oOU, CIOHTAHHO, YaCTIIIE
BHOYI, YaCTOTa 3aroCTPEHb BHUIA Y BECHSHUM Ta OCIHHIN mepiod poky. Hac mposiBy mepuimx
O3HAK 3aXBOPIOBAHHS MOK€ OyTH pI3HUM, ajI€ YacTillle BOHU BUSIBIISIIOTHCS B JOLIKUILHOMY Ta
HIKUTbHOMY Billl. Jlokamizaiisi KpoBOTEU1 3al€KUTh Bl BapiaHTy TpoMmOouuTonarii. I'emarypis
Ta MaTKOBI KPOBOTEUl YaCTillle BUSIBIISIOTHCA MPH TPOMOOIUTOMNATIT BHACTIIOK MOPYIICHHS
MeXaH13My peakilii BUBUIbHEHHS TPOMOOIIUTIB. Y XBOPHUX 3 HOCOBUMH KPOBOTEUAMHU BiMIYEHO
BHCOKY YacCTOTYy aHOMAaJIIi CyAMHHUX CIJIETEHb CIM30BOI 000JIOHKH HOCA.

Jlabopamopha oiacnocmuka
JliarHocTrka TpoMOoIMTONaTIi BKItoUuae 2 etanu. [leprimii — BCTaHOBJICHHS THITY KPOBOTEU1
Ha OCHOBI CHJIOTENAJILHUX Mpo0, omsiay, JabopaTOPHUX TECTIB TMEPBUHHOTO TEMOCTa3y
(KUTIBKICTh TPOMOOITMTIB, Yac KpOBOTEYl, aJre3UBHICTh TpOMOOIUTIB). [pyruii eram —
Jokamizauis AedeKkTa NEPBUHHOTO reMOoCTa3y Ha OCHOBI BUBUEHHS arperarii TpoMOOLUTIB Ta
PETPaKIlli KpOB’STHOTO 3TyCTKa.

B anamue3i 3BepTaloTh yBary Ha HAasBHICTh CIIOHTAHHOI PEIUAMBYIOYOi KPOBOTEYl Yy
XPOHOJIOTTYHOMY acnekTi. [Ipu ornsiii JOKyMEHTYIOTh aCUMETPUYHI IIKIPHI reMoparii pi3HUX
pPO3MIpIB Ha PI3HUX CTadisAX PO3BUTKY. BUABISAIOTHCS MMO3UTHUBHI EHIOTENIadbHI TECTH.
BusBneTscsi 3HUKEHHS are3MBHOCTI TPOMOOITUTIB MPU BCIX BapiaHTaX TPOMOOMMTOMNATII Y
MepioJi TeMOpariyHoro Kpu3y, OAHAaK HaiOutbm 3HauHuM (HDK 10%) BoHO € mpu XBOpoOi
Binmne6panna ta bepuapa-Cynbe. KibKiCTh TpOMOOIHTIB y XBOPHUX Ha TPOMOOITUTOMATII
BM3HAYAEThCA B iHTEpBaaxX HOPMaJbHKX 3HaueHb 150-380-10%/1.
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Criji mam’sITaTy, 0 HasBHICTh FreMopariii NpH KiabKOCTI TPOMOOIMTIB 6ibIilt, Hixk 70-10%71
CBIUUTH TPO iX sxicHUM nedext. [Ipu psal TpomOoIMTONAaTIii KPOBOTOUUBICTH 30€pIiraeThes 1 B
nepioa HopMaizalii KiTbKoCT1 TPOMOOITUTIB.

Jns inentudikaiii TpoMOOIUTapHOTO AePEeKTy HEOOXITHO BUBYATH arperario, 1HIyKOBaHY
arperaHTaMu pi3HUX KJIaciB (KOJIAreH, pUCTOIUTIH, apeHaIiH, TPOMOIH, apaxiJOHOBA KUCIIOTA).

[Ticas BU3HAUYEHHS TUIY TpoMOouMTOMNaTii HEOOXITHO BUSBHUTH, YA € BOHA MEPBHHHOIO
(cmagkoBO0) 200 BTOPUHHOIO.

CmankoBi TpOMOOIMTOMIATIT

CnankoBa remopariyHa tpoMOoaucTpodis (MmakporurapHa TpomOoauctpodiss bepnapa-

Cyinbe).
Emionozia ma namozenes

3axBOpPIOBaHHS BIIEPIIIE OMUCAHO SIK caMoCTiitHa Ho3ooriyHa ¢popma 'y 1948p. (I.Bernard and
P.Soulier). CnankoBicTh ayTOCOMHO-pelMCHBHA. /[ LBOrOo CHUHAPOMY XapaKTEpHi BeEJMKI
po3MipH Ta maTtoJioriyHa opMa TPOMOOILMTIB BHACTIJOK iX MEPBUHHOI aHOMAa1i, 30UIbIIIECHHS
4yacy KpoBOTeUl ITPU HOPMaJIbHIH a00 YacTille 3HUKEH1HM KIJIbKOCTI TPOMOOLIUTIB, PIAIIE HUKYIM
3a 100-10%1n. KinbKicTh MerakapioluTiB y KiCTKOBOMY MO3KY HOpPMajbHAa. AJresis, arperamis
TpoMOOIUTIB 3HMKEHA. PeTpakilisi KpoB’STHOTO 3ryCTKa, piBE€Hb IIa3MOBUX (PAKTOPIB CUCTEMHU
3C1IaHHs KPOB1 HOPMaATbHUM.

[TaTtorenes npu JaHHOMY CHHAPOMI — CIIAJKOBO 3yMOBJICHUMN AePeKT MeMOpaH TPOMOOITUTIB.
VY HUX 3HIWKEHHH crnenu@iyHui TIKONpOTeiH, skuil pearye B HopMi 3 ¢aktopom VIII Ta
pPUCTOLIETUHOM. BiacyTHICTh aacopOuii LbOro TIIKONPOTEiHYy B KOMIUIEKCI 3 (pakTopom
Binne6pana nosicHIO€ HU3bKY aIF€3UBHY 3/IaTHICTH MJIACTUHOK Ta arperaifito 3 pUuCTOIETHHOM.

JUist mi€i aHoMamii € XapakTepHUM CKOPOUYEHHS TPHUBAJIOCTI JKUTTA TPOMOOIUTIB,
TPOMOOITUTOTICHIS, TOPYIICHHS 3B’ I3yBaHHS TUIa3MOBUX (paKTOPIB KPOBI.

Kniniuna kapmuna

["'emMopariunuii CHHAPOM Bapito€e Bif JETKOTo 10 TSKKOro cryneHs. [IposBiseTscs y nepii
MICSIIII JKUTTA y BUIJISII MyPIYypH, SICHEBUX, IUTYHKOBO-KHUILIKOBUX KPOBOTEY, KPOBOBUJIMBIB Y
BHYTpIIIHI OpraHd, 10 1-r0 pOKy — HOCOBI KpOBOTe€4Yi. 3B’SI3Ky MDK BHUPAXKEHICTIO
TPOMOOIMTONEHIT Ta KPOBOTOUHUBICTIO HEMAE.

Cunapom Bickora-Omnpiya.

Emionocisa ma namozenes
VYnepiie 3axBopeHHsI onucaHo y Tphox OpatiB A. Wiskott y 1973 porii, siki cTpakaaiu Ha
TPOMOOITUTOTICHIYHY MYPITYPYy 3 €K3eMOI0, YaCTUMHM 1H(GEKIIHHUMHU 3aXBOPIOBAHHAMU 1 Oyja
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posliiHeHa sK ciMmeiiHa ¢opma xBopoOu Bepibroda, sika BIJHOCHUTBCS 10 3MIilIAHUX
TPOMOOIIUTAPHHUX TOPYIIEHB.

JlaHuii CHHAPOM YCTAJIKOBYETHCS 32 PEIMCHBHUM THIIOM, 3IIEIICHHM 3 X-XpOMOCOMOIO,
MoTiM BiH OyB Ha3BaHui cuHApoMOM Bickota-Omapida. YacToTra po3BUTKY JaHOTO CHHIAPOMY
3,6-5,7 na 100 000 noBonapomxkenux (Perry G. et all, 1980).

Kniniuna kapmuna
XBOPIIOTH TIIBKU XJIOMYUKU. [IposiBiisieThCst XBOpOOa 3 MEPIINX THXKHIB )KUTTS: MOXYTb OyTH
ab0 CHUMIITOMH IiJIBUIICHOT KPOBOTOUMBOCTI, a00 ek3ema, abo JacTi iH@ekIii. Y mepii Micaii
BiIMIYa€eThCA KITiHIYHA Tpiaga cuMmntoMmiB. [Ipu TpuBasomy nepeliry 3axBoproBaHHs: rinoTpodis,
aiapes 3 KpoB’10, IeTexii Ta eKXIMO3U reMaTOMHU, TpUBajia KpOBOTEYA MIC/s HE3HAUHUX TPaBM,
reHepalizoBaHa €K3eMa, THiMHI 3aXBOpPIOBaHHS. BUIbIIICTh XBOpPUX THMHYTh Yy PaHHBROMY BIiIli,
OJIMHUII JOKUBAIOTh A0 7-9 pOKIB.

Jlabopamopha diacnocmuka
B anamizi kpoBl — TPOMOOLMTOICHIS, aHEMis, JICHKOIIMTO3, €03UHOMIIIsA, JiMQOTeHis,
npuckopens [IIOE. TpomOGoruTy mani (qiaMeTp MEHIl 2 MKM), 3HI)KEHHsI, a00 BIJICYTHICTD O-
rpaHyJ, HUIBHUX TPaHyJI, MITOXOHPI.

[TpuurHa KpOBOTEY1 — Yy MiJIBUILEHIT JECTPYKIIT TPOMOOILIUTIB, MOPYIIEHH] aare3ii, arperartii,
peakuii BuBUIbHEHHA AJ[®: dakrtopa 3. IligBumieHa 4yTiauBICTh A0 1H(EKUIA MOB’s3aHA 3
HEJIOCTATHICTIO SIK TYMOPaJIbHOT, TaK 1 KJIITUHHOI JJAHKH IMYHITETY.

JlikyBanHst XBopux 3 cuHApoMoM BickoTta-Onapiya ckiagHe 3aBAaHHS. 3aCTOCYyBaHHS
TIIFOKOKOPTUKOCTEPOIIB ~ MaIOE(EKTUBHE,  CIUICHEKTOMISI ~ CHPUYMHIOE  IMYHOJIOTIUHY
HejocTaTHICTh. I [pu3HavyaroThess  aHTUOIOTUKH, Y-TJIOOYJIIH, TeMO Ta Iula3MoTpaHcysii,
nepeauBaHHs TpoMOoruTapHoi Macu. CTIHKMI MO3UTUBHUM e(QeKT Jae TpaHCIUIaHTAaIlis
KICTKOBOTO MO3KY. [TpOorH03 HECTIpUATINBUIA.

Cunnpom “cipux’” TpOMOOIIHTIB.

VYnepuie 0y onucanuit y 1971 pori (G.Racuglia). XapakTepHa KpOBOTOUMBICTh 3 PAHHLOTO
JUTUHCTBA: METEXIi B Mepiojii HOBOHAPOIKEHOCTI, Y MOAJIBIIOMY €KXIMO31, HOCOB1 KpOBOTEUl,
cuIbHi 6omi y cyrno6ax. Kinekicts TpoMGonuTiB 3MeHImena (25-10%m1-150-10%1). TpomGouuTu
Ta METrakapiolUTH BEIMKUAX PO3MIpPIB, I1HKOJM ©0€3 3€pHUCTOCTI 1 BOHH BHUPI3HIIOTHCS
cnenupivHUM CipyBaTUM KOJHOpOoM. BHaciok aHOMaTii perenTopHoro anapary BIJCYTHI, a00
PI13KO 3HMKEH1 O-TpaHyJiv, YIIOBUIbHEHA peakiiisi Ha TPOMOIH.

CmaznkoBIiCTh XBOpOOM ayTOCOMHO-percuBHA. CHUMMOTOMIB MiABUIICHOI KpPOBOTEYl Ta
aHoMamiii y pomuuiB | cTymeHs He BigMidaeTbcsa. Y JIKyBaHHI KOPTHKOCTEPOiOW Mal0Th
KOPOTKOYaCHUU e(eKT, MiABUIITYIOYH KUIBKICTh TPOMOOIIUTIB.
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HabyTi Tpom6o1ImTONATIi.
JlucyHKIIist TPOMOOIIUTIB, OB’ s13aHa 3 JIKAPCHKUMU a00 TOKCUYHUMH BILUIMBAMHU.
1. 3a romiHyIOYUM €PEKTOM JKAPChKI BILTUBU MOIUISIOTh Ha TaKi TPYIH:

a) 1Hri6iTopu (hocdoiinas — MepemKokKanTh YTBOPEHHIO apaxiJOHOBOT KUCIOTH Ta IHT10YIOTh
konareH, AJ[® Ta anpenanin-arperaito (TUIOBUI NPEICTABHUK — X1HIWH);

0) IHTrIOITOPH LMKJIOOKCUTE€HA3W — 1O Mi€i TPymu BXOIATh MPAKTHYHO BCl HECTEPOiNHI
IpOTH3aIalIbHI TIpernapaty (ameTuiIcaliuiIoBa KUCI0Ta, 1HIOMETaluH, OpydeH); MexaHi3m
BIUIMBY AaCHipyUHy Ta HECTEPOiHUX MPOTU3AMAIBHUX TperapariB  IOB’sA3aHUN 3
aleTUIIIPyBaHHIM 00O0JIOHKH KJIITUHU Ta IUKJIOOKCUTEHA3H;

B) 1HTIOITOPH TPOMOOKCAH-CHHTETa3W TMOPYIIYIOTh CHUHTE3 TpoMOOKcaHy A2, aie He
BIUTMBAIOTH HA CUHTE3 MPOCTAIMKIIIHY B CYJIMHHOMY €HAOTENIT (MMPOCTAIIMKIIIH Ta MOTO aHaJIOTH,
IMJIUPOJI, HIKOTUHOBY KHUCJIOTY).

2. Ilpenapatu, siKi MIABUILYIOTH y TpombOouuTax piBeHb AM®. [lo 1mi€i rpynu HamexaTh
MpernapaTu:

a) CTUMYJISITOPU aICHUTATIIMKIIAa3U (POCTALMKIIIH, TpocTaryianiuH E)

0) 1urioitopu docdomaiectepasu, siki MONEPEIKYIOTh nAerpananiro AM®. (qunpugomol,
TpeHTal, ey(QuIiH, HanaBepuH).

B) Ipemnaparu, sKi CTUMYJIOIOTh CUHTE3 MPOCTAIMKIIIHY, MOr0 BUBIUIBHEHHS 3 €HJIOTEINII0
CyauH (HIKOTUHOBA KHCJIOTA, Ba30MPECHH).

3. Ilpenaparu, K1 HOPYLIYIOTh TPAHCHIOPT 10HIB KaJbLil0 (130NTHH, KOpUH(paphypoceMin).
BoHu icTOTHO MOPYIITYIOThH aATr€3UBHO-arperaiiny QyHKIit0 TPOMOOITUTIB.

Benuki no3u neninuiiny (Bumie 20 miaa MO) BUKJIMKAIOTh HE TUIBKU MOPYIIEHHS (QyHKIIIT
TPOMOOIUTIB, ajie i KPOBOTOUMBICTh. C1a0KOI0 1HT1O1PYIOUOIO J11€10 HA (PYHKIIII0 TPOMOOLIUTIB
BOJIOJIIIOTH MPOTUCKIEPOTUYHI MTPEeNapaTH.

TakuM YWHOM, KpPOBOTOYMBICTb MpU HAOYTHUX TPOMOOLMTOMNATIAX MA€ CYyIAUHHO-
TPOMOOIIMTAPHUMN THUII, 3aXBOPIOBAHHS Ma€ HETSKKUM mepedir. BogHoyac O1IBIIICT XBOPHX 3
KPOBOTOUYHMBICTIO JIETKOTO CTYTIEHS MIKPOLUPKYJISATOPHOTO TUITY 3 HOCOBUMH KPOBOTOUNUBOCTSIMH,
HE3HAYHUMH €KXIMO3aMH Ta TeTexisMu MawTh Tpomboruronatito. Habyrti dopmu
TPOMOOITUTONATIH 3yCTPIYAIOTHCS MPU TeMOOIacTO3aX, MieIonomipepaTUBHUX 3aXBOPIOBAHHSX,
eceHulagbHIi TpoMOomuTeMii, B-12 nedinuTHii anemii gediuury, ypemii, upo3i, TaKOXK Npu
NyXJIMHHUX Ta Mapa3uTapHUX 3aXBOPIOBAHHAX MEYiHKH, cuHIpomi JIB3, akTusaiii Gpi6puHOIII3Yy,
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MIE€JIOMHIA XBOpOOi, IIMHT1, TOPMOHAJIBHUX MOPYIIECHHSAX, MAaCHUBHUX TI'e€MOTOTepaHCy3isxX,
riraHChKUX aHTioMax, TpOM003ax Ta P MPUHOMI ASSKHUX JIIKIB.

Jlabopamopha diacnocmuka

bazoBe oOcTexkeHHS y MAalll€HTIB 3 MiJ03pOol0 Ha TpombOouuTomariio mictuth 3AK 3
MipaxyHKOM TPOMOOIIMTIB Ta OMHCOM iX Mopdosoriunux xapakrepuctuk, AUTY, ITY,
KoHIIeHTparlis pibpunoreny, aakrop VI, VW, Ta 6ioximMiuH1 Mapke

Takox BH3HAYaIOTh arperamiiiHi BJIACTMBOCTI TPOMOOIIUTIB 3 PI3HUMHU 1HIYKTOpaMH
arperarii

6.6. IB3-cunapom.
Emionocisa ma namocenes

JIB3-cunapom (aucemMiHOBaHE BHYTPIIIHBOCYIMHHE 3rOPTAHHS, KOAryJIONaTis
CTIOXXKMBAHHS, TPOMOOTEMOPATIYHUAN CHHIPOM) — T€HEpaIi30BaHe MOPYIICHHS
3ropTaHHs KPOB1 BHACIIIOK MACUBHOTO BUBUIBHEHHSI 3 TKAHUH TPOMOOIUIACTHYHUX
PEYOBHH.

JIB3 kpoB1 — MaTOJIOTIYHUI CUHAPOM, B OCHOBI SIKOTO JIEKUTh aKTUBALlIs CYJUHHO-
TpOMOOIIUTAPHOTO a00 KOATyJISIIHHOTO TeMOCTa3y, BHACIIJOK YOrO KPOB CIIOYATKY
3rOPTAETHCS Y MIKPOIIUPKYJIATOPHOMY PYCIIi, 6JI0KYy€e oro piOpuHOM Ta KITITHHHUMHU
arperaTam, 10 IpOsIBISIE€THCS PO3BUTKOM IMOJIOPTraHHOI HeIOoCTaTHOCTI. BHacigok
CHOKUBaHHS (haKTOPIB 3TOPTAHHS KPOBI Ta akTUBAIlli cucTeMu (HiOpiHOMI3Y
B1/10yBA€THCSI BUCHAKEHHS MMOTEHITIATy 3rOPTAI0YO0i 1 MPOTU3TOPTAIOU0] CHCTEM, KPOB
BTpayae 3[aTHICTh O 3rOPTaHHS, 1110 MPOSIBISIETHCA TPO(Y3HOIO KPOBOTEUEIO.
Bzanexnocri Bix nepebiry JIB3 moaiisatoTe Ha rocTpuit 1 XpoHiuHUN. OCKIIBKY 1IeH
CUHAPOM, BTOPUHHUM 10 YUCIIEHUX KIIHIYHUX CTaHIB, ICHy€ 0araTo MpUYUH K1 MOXYTh
MPU3BECTH JI0 HOTO BUHUKHEHHS:

- l'octpuit JIB3 — cencuc, Tsbkka iHeKIis, TpaBMH (0COOIMBO MacUBHI, MTOJIOPTaHHI
a00 3 JKUPOBOIO EMOOJIIE€I0), OpraHHE YpakKeHHs (Hamp., TOCTPUM MAHKPEaTUT, TAKKa
MEYIHKOBA HEJIOCTATHICTh), aKYILIEPChKI YCKIIAHEHHS (TIepe1yacHe BiIapyBaHHs
MJIaleHTH, eMOO0Iisl HAaBKOJIOIIITHUMHU BOJAMU, TIPEEKIIAMIICIs), TOCTpa
nocTTpaHc(ysiiiHa TeMOJITUYHA PeaKIlisi, peaKi(isi BIITOPTHEHHS TPAHCIIAHTOBAHOIO
opraHa, yKycu OTpyHHUMH 3MISIMU, I€KOJIM — 3JIOAKICHI TyXJIMHU (TOCTpUi
MIPOMIEJIOIUTAPHIM JIEHKO3);

- Xponiunuii JIB3-cuHapomM 3a3BHyaii acoIil0€THCS 13 TPUBAIMMHU 3aXBOPIOBAHHSMU,
TaKUMHU SIK 3JI0SKICHI HOBOYTBOPEHHS a00 XpOHIYHI 3anajibHi mporiecu. CHHAPOM
Kazabaxa — Meppita, moB'si3aHul 3 TITAHTCHKUMH T'€MaHT10MaMu, Ta aHEBPU3MHU a0PTU
TaK0 MOXYTb 3yMOBJIIOBaTH PO3BUTOK XpoHIuHOI popmu [IB3-cunnpomy.

Kniniuna kapmuna
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https://uk.wikipedia.org/wiki/%D0%A1%D0%B8%D0%BD%D0%B4%D1%80%D0%BE%D0%BC

["octpuii [IB3: npoTikae O1MCKaBUYHO 3 CUIIBHUMU KpOBOTE€YaMH (30Kpema

3 MICTSONEepaIiitHiuX paH, CIM30BOi 000JIOHKH HOCA, POTOBOI OPOKHUHU, CTATEBUX
[UIAX1B, MICIIb BHYTPIIIHbOCYIMHHUX 1H €KI[I}), IMIEMIYHUMHU YPaXECHHSIMHU OpPTraHiB
(HMpKOBa, MEUIHKOBA, IUXAIbHA HEJOCTATHICTD), @ AEKOJIH 3 PO3BUTKOM IIOKY

Ta 1HCYJBTY (reMOpariyHoro abo ieMiuHOro).

Xponiunuii JIB3: nepe6ir BiAHOCHO JETKUI 3 HE3HAUHUMU MPOSIBAMU T€MOPATTYHOTO
miaTe3y (Hamp., peluANBYIOUl HOCOBI KPOBOTEYI, JIETKE YTBOPEHHS CUHIIIB, MeTeXil Ha
HIKIP1 1 CIU30BUX 000JIOHKAX).

Jlabopamopna diacnocmuka

JliarHo3 BCTaHOBIIIOIOTH Ha MIJCTaBl cepili MOBTOPHUX (HE OAHOPA30BUX) BUHAYCHD
napameTpiB TeMoCcTasy, IpH HasIBHOCTI 3aXBOPIOBaHb, 110 MOKYTh BUkiInkatu JIB3. He
ICHY€ €IMHOTO JIA0OPaTOPHOTO TECTY, 1110 103BOJISIB OM OCTATOYHO BCTAHOBUTHU A1arHO3.
HeoOxiaHUM € BUSIBICHHS NPUYMHU (OCHOBHOT'O 3aXBOPIOBAHHS).

- l'octpuit JIB3: Tpom6bonmTorneHis (sx npasuio 50 000-100 000/mx:, 3a3Buyaii e
MEPIINA CUMIITOM), IIIU30LIUTH MPU MIKPOCKOITIT Ma3ka rnepudepuaHoi KpoBi,
noaosxenuii [T4, mogoxenuit AYTY Ta TpoMOiIHOBHUIA Yac, 3HUKEHUHN PIBEHb
¢bi0puHOTeHy (Mpu CEncuci e NposiB MOXke OyTH BiJICYyTHIM a00 BUHUKATH M13HO,
OCK1JTbKH (PIOPUHOTEH € O17IKOM TOCTpOi (pa3u 1 HOoro piBeHb MOYATKOBO OYyBa€e
MIJBUIIEHNM) Ta THIIMX (DAKTOPIB 3rOpTaHHS KPOBI, @ TAKOX IMiIBUIIIEHUM piBeHb D-
TUMEDY.

- Xponiunawuii JIB3: pe3ynbTaTi BUIIeBKa3aHUX TECTIB Y MEKax HOPMU (piBEHb
($10puHOreHy Moske OyTH MMiJIBUILIEHUM ), KUTbKICTh TPOMOOLIMTIB MOK€E OyTH HE3HAYHO
3HM>KEHA, HATOMICTh M1JBUILYETHCS PIBEHb MapKepiB reHepalii TpoMOiHy, BUSHAUYECHHS
AKUX PyTUHHO He MpoBoauThes (pparment F1+2 npotpoMOiny Ta TpoMOiH-
AHTUTPOMOIHOBUM KOMILJIEKC), a TAKOX piBeHb D-numepy.

7. 3aBAaHHS 1JI CAMOKOHTPOJII0

reMopariyHux J11aTe3iB, CaJKOBUX Ta HA0YTUX KOAryjaonarii, TpoMOOLMTONEH1H Ta

TpomboruTonariii, JIB3-cunapomy.

1) OxapakTepu3yBaTH €TIOJIOTII0, MMATOreHe3 CHaJKOBUX Ta HAOYTHX KOAryJomaTii,
OTHCATH TUIOBY KJIIHIUYHY KapTUHY 3aXBOPIOBAHHS.

2) BusHauntu mepenik Ja00paTOPHMX JOCTIDKCHb Ta KIIHIYHHUX O3HAK JIJIs
TudEpHIIHOT JIarHOCTUKU CMAJKOBUX Ta HA0OYTHUX KOAryJomaTiH.

3) OxapakTepu3yBaTH €TIOJIOTiI0, MAaTOreHe3 TPOMOOIMTOICHIW, OMHUCATH THIIOBY
KJIIHIYHY KapTUHY 3aXBOPIOBaHHSI.

4) OxapakTepu3yBaTH €TIOJIOriI0, MATOreHe3 TPOMOOIIMTOINATIH, OMKUCATH THIIOBY
KJIIHIYHY KapTHHY 3aXBOpIOBaHHs. OXapakTepu3yBaTu JIarHOCTUYHI MIAXOAU IS
nudepeHIiIoBaHHS TPOMOOIIMTOMATIH.

5) OxapakTepu3yBaTd OCHOBHI JIarHOCTHYHI MiAXOIU JTA0OPATOPHOI iarHOCTHKH
reMopariyHux JiaTe3iB.
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6) Ha3patu OCHOBHI HAaIpsIMH CKPIHIHFOBOI J1a0OPaTOPHOI JIarHOCTHKH CITaJKOBUX
KoaryJiomnaTii.

7) Bu3HaunTH TIEpeNiK MiATBEPXKAYIOUMX JTAOOPATOPHHUX JOCIIKEHb CITaIKOBUX
KOaryJionaTii B 3aJ1€)KHOCTI BiJ] KJIIHIYHOT KAPTUHU Ta IMOMEPEIhOT0 JIJAOOPATOPHOTO
MIPUITYTIICHHS.

8) Bu3HaunTH CHUMNTOMATUKY HAOYTUX KOAryJIomaTid: paHHi, Mi3HI CHMITOMH,
YCKJIaIHEHHS1, TUTIOBY KJIIHIUHY KapTUHY.

9) OxapakTepHu3yBaTH €TiOJIOTi0, TATOreHe3, GaKTOPH PU3UKY cuHaApoMy JIB3.

10) Omwmcatn xiiHiuHi cumnTomu JIB3 Ta ix 3B’30k i3 JabopaTOpHHMHU
MOKa3HUKAaMU CUCTEMH FeMOCTa3y.

11)  OxapakTepu3yBaTd pOJb JIAOOPATOPHUX JOCIIIPKEHb Yy JIIarHOCTHIN Ta
nikyBanHi J[B3 kpoBi.

8. PexoMen10BaHa JliTepaTypa Ta HaB4YaJIbHI MaTepiaiau

1. https://quidelines.moz.gov.ua/documents/3211 remopariuyHuii giaTe3 eTioNoris

2. T'emodinmis, KIIiHIYHA HACTAaHOBA 3aCHOBaHA Ha Joka3ax https://www.dec.gov.ua/wp-
content/uploads/2019/11/kn_gemof.pdf

3. Hacranosa 00331. CnagkoBuii 1epiuuT pakTopiB 3ropTaHHS
https://guidelines.moz.gov.ua/documents/3212

4. HaGyra remodinist A https://empendium.com/ua/chapter/B27.11.15.21.3.

5. Hacranosa 00312. TpomGouuTonenis https://guidelines.moz.gov.ua/documents/3194

6. Hacranosa 00330. Ornsa Ta qiKyBaHHS NaIli€HTa 3 TeMOPAriyHUM
miaresoMm https://quidelines.moz.gov.ua/documents/3211

7. HactaHoBa 00108. Tpom603 rnmbokunx BeH.
https://guidelines.moz.gov.ua/documents/3011

8. CuHOpOM AUCEMIHOBAHOMO BHYTPILLHLOCYAUHHOIO 3ropTaHHsA Kposi (OB3-
cnHapoMm) Ho300m0riYHUM A0BIOHWK Nikaps
https://compendium.com.ua/uk/handbooks-uk/nozologia-dovidnyk/sindrom-
diseminovanogo-vnutrishnosudinnogo-zgortannya-krovi-dvz-
sindrom/?srsltid=AfmBOopGIxzaMnw9YInpvDN8x-0-
DFDjaKrC41Kbz9QuArcMWYALENpPF6
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