www.health-ua.com

I'EMATOJIOI'TA

lamodisiono2iq cucmemu 2emocmasy)

3a nigrpumkm komnaHii NovoNordisk wi€i BecHu cTapTyBaB OCBiTHIl NPOEKT Ang nikapiB-remaronoriB «Cy4acHi anroputmm AiarHoCTMKM Ta JIiKyBAHHS KPOBOTEY
B nikapcbkuii npakTuui». BiH nepen6auae 5 6nokis, y pamkax skux npoeBigHi paxisui pisHux ranysei (narodisionorii, aHecresionorii Ta iHTeHcMBHOI Tepanii,
aKyLLepCTBA Td FriHeKonorii, Xipyprii, na6oparopHoi fiarHOCTUKM, FreMATosorii) NPOTArom ABOX MicsiLliB BUCTYNATUMYTb 3 nekuismu Ha Temu: «Marodisionoria
CUCTEMM reMoCTasy, B TOMY 4Mchi npu HabyTin remodinii»; «IHTeHcMBHA Tepanis MAaCMBHOT KPOBOBTPATH B riHekosorii. Airoputm gii npm HabyTil remodinii»;
«Mornsp xipypra Ha npo6nemy KpoBoTeui B NlikapHsHiK npakTuli. Ponb HabyToi remodinii»; «Mornsag remaronora Ha Npo6nemMy KpoBOTeui, B TOMY 4Mchi npu
Ha6yTi remodinii»; «CKPUHIHroBi TeCTU Ta RiIGrHOCTUKA NOPYLUEHb CUCTEMM FEMOCTA3Y».

MeTa NpPOEKTY — pi3HobiuHe BMCBITIIEHHS NPobneMM, NornMbneHHs 3HAHb NiKApiB Woao
narodisionorii KPOBOTEY, CyYQCHMX METOAIB 3yNMMHEHHS MOCUMBHMX OKYLUEPCbKMX KPOBOTEY,
nipxopAie A0 NiKyBAHHS XipYPriYHMX KPOBOTEY, 0 TAKOX AiArHOCTMKM T JliKyBOHHS BPOJXEHUX
i HaByTHX Koarynonarii (Hanpuknag, HabyToi Ta BpoaxeHoi remodinii) i nikyBaHHs KpoBoTey,
LLLO BUHMKAIOTb Y MALIEHTIB i3 BpOAXEHNMMM Ta HaByTMMM Koarynonartismu. [icna koxHoro 6noky
YUYACHUKAM MPOMOHYETLCS MPOMTH TECTYBAHHS ANl 3AKPINieHHs HOBMX 3HOHb. 3ABEPLUANbHUM
eTanoM KoxHoro 650Ky € BebiHap y popmaTi K MMTAHHS-BIANOBIAbY, A€ YHACHUKM 3MOXYTb OTPH-
Matn baxoei Bignoeigj. Micna npoxopxeHHs ycix 6noKiBs Ta ycniLWHOro cknaaaHHs TeCTiB (He MeH-
we 80% npaBMAbHMX BiANOBIAEN) KOXEH YHACHWUK OTPMMaEe cepTudikar i3 20 keanidbikauiiHMMm
6anamu. Yuacts y npoekTi € 6e3kowTorHoto. lNicns saeeplueHHs Kypcy Bci Horo martepianm
3QNMUWATBCS BOCTYMHUMM ANs NEPErnsay 30 NOCUIAHHSIM.

Honyuntncs no npoexry:

Cnikepamu OCBITHbOrO NPOEKTY CTANM:
* ronosa Acouiauji rematonoris YKpaiHM, 3aBigyBayka LEHTPY reMaTonorii Ta TPAHCMIaH-
Tauii KictkoBoro Mo3ky K1iBcbkoro Micbkoro KniHi4HOro OHKOJIOTYHOMO LEHTPY, KAHAMAAT
MeanuHuux Hayk IpuHa PapomupiBHa FaproBcbka;
* 3aeigyBauy BiAainy saranbHoi Ta mMonekynspHoi natodisionorii lHctutyTy disionorii
iM. O.O. boromonbus HAH Ykpainu, nokrop meamunmx Hayk, npodecop BikTrop EBreHo-
Bu4 JloCceHKo;
* npesupaeHT Acouiauii akylwepcbkux aHectesionoris Ykpainu, npodecop kadenpu
aKkylepcTBa, rinekosnorii Ta penpogykTonorii HauioHanbHoOro yHiBepcuteTy 0XOpOHM
3popos’s Ykpainu imeHi M.J1. Lynuka, poktop Meanunux Hayk Pycnan OnanacoBuy
TkaueHko;
* 3asipyBau BipAineHHs XipypriyHoi remarosnorii Ta remocrasiosnorii 1Y «lHctutyT remaro-
norii Ta paHcdysionoriit HAMH Ykpainu», kaHaupatr meguuHmux Hayk €BreHiv BaneH-

[IpormoHyeMO HalIMM
yyuTayaM OIJISIA Tep-
1101 JIEK11ii OCBITHBOTO
kypcy «Ilato@isio-
JIOTisl CUCTEMM TeMO-
cTasy, y TOMY YMCJi
npu HabyTiii remo-
(dinii», Ky npencra-
BUB 3aBiayBay Biagimy
3arajibHOi Ta MOJIEKY-
JgpHoi natodizionorii
Inctutyty disionorii im. O.0. BoromoJbus
HAH Ykpainu (M. KuiB), 10KTOp MeAnYHUX
Hayk, npocecop BikTop €srenoBuy /loceHko.

— Tema cructeMu reMocTasy 4acTo € CKJIaj-
HOIO JIJI51 JIiKapiB, i OTpUMaHUX 3HaHb 3 KypCiB
(iziosorii, maTosioriyHoi ¢izionorii, ricto-
JIOTii Ta TeéMaToJIOril y MEIMYHUX HaBYAJIbHUX
3aKjajax yacTo He BUCTA4ya€ JJisl TOBHOTO
ii po3yminHs. [L[o6 octaTouHo po3ibpaTucs
B 0COOJIMBOCTSIX IMATOJIOTiYHOI (hi3ioorii cuc-
TEMU reMoCTa3y, Hacamrepen HeoOXiTHO fe-
TaJbHO 3’SICyBaTU HOPMasbHY (izioJoriio
reMOoCTasy.

TpomGouumapHo-cyguunLii 2eMocmas
Tpomb6ouuTH

TpombGouuTu — 11e 6e3’samepHi KpoB’siHi
MJIACTUHKM, 110 3a0€3MeUyIoTh MePBUHHUMN
TPOMOOLIMTAPHO-CYNMHHUI TeMocTa3 (B aH-
TJIOMOBHIii HAyKOBil JliTepaTypi 4acTo BUKO-
puCTOBYIOTh TepMiH Platelets Ta He BBaxaroTh
TPOMOOIIUTH TTOBHOLIHHUMU KJIITUHAMM).
TpoMOOLUTU YyTBOPIOIOTHCSI Y YEPBOHOMY
KiCTKOBOMY MO3KY 3 Mi€JIOiIHUX CTOBOYpPO-
BUX KJITHH, 1110 AU(EpeHIIiI0I0ThCS Yy Mera-
Kapio0JacTu, a gaji — B MerakapiomuTu, sKi
€ HaOINBIIMMU KJITUHAMU KPOBOTBOPHOI
TKAHWHU 3 BEJIMKUM SIAPOM i IIUTOILIA3MOIO.
Anpo MerakapioliTiB MiCTUTD MOJITIIOITHUI
Ha0ip XpOMOCOM, 1110 € Pe3yJIbTaTOM €HJI0-
MiTo3y. TpoMOOLMT CTaHOBUTH CO0OIO
YACTMHKY IIMTOIJIa3MU MerakapioluTa, sika
yepe3 CUHYCOIOHI Kalliisgpu IOTparise
Y CUCTEMHUIA KPOBOOOIL.

KinbkicTh TPOMOOILUTIB KPOBi KOHTPOJIIO-
€ThCSI 3aBISIKM YHIKATbHUM MeXaHizMaM. Y Tie-
YiHIIi TOCTITHO CUHTE3YETHCSI TPOMOOIIOETHH,
SIKWI 3B’I3Y€EThCS 3 peLieNTOpaMy TPOMOOTIOe-
tuHy: MPL (myeloproliferative leukemia virus)
a6o CD110 (cluster of differentiation 110), 110
MPUCYTHI Ha BCiX TPOMOOLIMTAX i Merakapionu-
Tax Ta iX MorepemHMKax. SKIIO y KpoBi
MiCTUTBCS IOCTATHS KiJIbKiCTb TPOMOOLIUTIB,
BECh CUHTE30BaHU TPOMOOITOETHH 3B’SI3YETh-
cs1 3 MPL-peuentopaMu TpoMOOIIUTIB, 110
3arnobirae MOTparuISIHHIO TPOMOOTIOETUHY
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y KiCTKOBHUIA MO30K. ¥ pa3i HeOCTaTHBOI KiJlb-
KOCTi TPOMOOLIMTIB 30UIbIIYETHCS KOHLIEHTPA-
1Iis1 BIIBHOTO TPOMOOIIOETUHY KPOBIi, KU
HaJIXOJMTh 10 KiICTKOBOT'O MO3KY Ta CTUMYJTIOE
TpOMOOIIOE3.

Y HeakTMBHOMY CTaHi MOJIEKYJIU PELIETITO-
pa MPL He 3’enHani mix coboto. MPL mae
eKCTpaleJNIOIApHY 1 iHTpameaoasipHy
(snyc-kiHa3u — Jak2) vactunu. Tpombo-
MOEeTUH aKTUBYE perentop MPL, 1o mpu3Bo-
JUTh 10 3’ €AHAHHSI itoro MoJieky:. [1pu 1bo-
My BiIOyBa€ThCs B3aEMOJIisI Ta (pochopuiio-
BaHHSI BHYTPIIIHbOKJIITMHHUX Jak2 i3 mo-
JaJblIMM 3aMyCKOM NPOTEiHKiHA3HOTO
kackamy, STAT3/5-MARK-kiHa3HOTO ITUKITY
1 aKTMBALIi€EI0 TPAHCKPUIILIiil IEBHUX TEHiB.
Y Merakapio6acTax 1€ rmpoiiec Npru3BOAUTH
IO MOJiNny KJIiTWMH, y MerakapiolnudTax —
10 audepeHLiallii it yTBOpeHHS! TPOMOOLIUTIB.

TUHOBUY ABep’saHOB;

* ctapwui HaykoBuM cniBpobitHUK OY «lHcTUTYT naTtonorii kpoBi Ta TpaHcdysiiHOI
p y P Y P P Y

mepnumin HAMH Ykpainuu», kangupaar 6ionoriunux Hayk Banepia BanepiiBHa

Kpaciecbka.

[Monin Oyab-s1KOi KJIITUHU BinOyBa€eThCs
3a TAKMM MeXaHi3MOM: TicJis MiTo3y (M) ak-
TUBYEThCS LMKIiH D, IKMii NISIXOM B3aEMO-
IIi1 3 LUKJIiHO3aJIeXXHUMHU KiHa3aMu mepe-
BOIMTSH KTiTHHY B a3y G1. [lani HacTae CUH-
tetuuHa (S) daza (monBoenHs JHK), sxa
BimOyBa€eThCS 3a yyacTio UUKIiHIB A Ta E
3 BIIMOBIZTHUMM LIMKJTIIHO3aJIeXKHMMMU KiHa3a-
Mu. 3a Heto HacTae daza G2 (mpemMiToTuyHa
(daza), sika BinOyBa€eThCS 3a yYACTIO LIUKIIiHIB
B ta A. Y pa3si gerpagauii uukiiny B kiituna
i3 CUHTeTUYHOI (a3u ompa3y MepexoauThb
y G1, muHatouu ¢a3zy mitosy. Came noJimnio-
imiss MerakapiolMTiB € HACHIIIKOM YOiKBiTH-
HyBaHHSI Ta JAerpajalii HukiIiHy B.

HesBaxarouu Ha Te 1110 TPOMOOLIUT € JIUILE
(bparMeHTOM IIMTOIIA3MM MerakapioluTa,
BiH BUKOHYE KOHKPETHI (hi3i0JIOTiuHi KJITUH-
Hi PyHKII1, SIKi pealti3yloThcs 3a JOIIOMOI'0I0

30BHILHLOKAITUHHUM Aktvsauis
. c-Mpl
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Puc. 1. Peuenuis pom6onoetuHy Ta BHyTpiluHboKAiTMHHI Mecenmkepy (H. Versteeg et al., 2013;
ttps://journals.physiology.org/doi/full/10.1152/physrev.00016.2011)

BiAMOBiTHUX penenTopiB. OMHUMMU 3 HaliBaX-
JIMBIIIMX peLieNTOpPiB Ha ITOBEPXHi TPOMOO-
1umtiB € PAR-penienropu. Takox Ha moBepxHi
TPOMOOLIUTIB MpUCYTHi perienTopu 10 AID,
AT®, TpombokcaniB. [1py B3aeMomii MoOeKyIT
i3 MMM pelienTOpaMu BinOyBa€eThCs aKTUBA-
11is1 TPOMOOIIUTA, 30aTHOTO A0 a[re3ii Ta arpe-
raitii. IlikaBo, 1110 fist mpoTeiHa3 crpsiMoBaHa
Ha po3lIeIieHHs OilKiB, HATOMICTh BOHU
akTUBYIOTh PAR-pelLienTopu, siKi 3a CBO€EIO
MPUPOJIOIO TaKOX € OikaMu. [TozakmiTHHHMIA
nomeH PAR-penientopa, 1o npeacTaBieHit
MEBHOIO MOCITiNOBHICTIO aMiHOKCHUJIOT, BUCTY-
a€ CBOEPITHOIO MPUMAHKOIO /151 TPOTeiHa-
3H, Ka YACTKOBO pO3pi3a€ e GpparMeHT
i TIepeTBOPIOE MO0 Ha JliraHJ pelenTopa.
Tobto y cTtpykTypi PAR-penienTopa MicTUTbCS
JIiraHf, TIPOTe AJIs MOro akTUBAallil HeoOXigHa
Iist IpoTeiHasu (puc. 1).

TpoMOOLIMTH CIPUITMAIOTh HE JIUIIE CTH-
MYJIM JIJ1s1 3TOPTaHHS KPOBi, a il B3aEMOIIOTh
3 0aKkTepiaTbHUMU (PAKTOpPaMHM 3a JOITOMOTOIO
TOJUI-TIOAIOHUX PELIENTOPiB, XapaKTePHUX
111 iMyHHMX K1iTuH. [1pu akTuBalitii Tosui-
MOAIOHMX peLienTOPiB TPOMOOIUTIB BiOyBa-
€ThCSI aKTUBALIisI CUCTeMU TeMocTasy. TpoMOo-
LIMTU TAKOX BUALISIOTH MPOTUMIKPOOHi pe-
YOBUHU Ta 3aJ1y4aloTh iHII KJIITUHU (HEUTPO-
GinbHI JTEHKOLUTU, aHTUTEHIIPE3EHTYIOUi
kiituau, T- Ta B-nimponuTtu, eHaoresionn-
TU, EPUTPOLIATH) IO B3AEMO/IIl.

Tpom60oLHMTAPHO-CYAUHHMI reMocTas3
3abe3nevyyeTbCsl NOCTIMHOIO B3aEMO-
AI€I0 LUPKYAIOIOUUX TPOMOOLUMTIB
Ta eHAOTEAIl0, SIKMI BUCTMAAQE BHYT-
PilLHIO MOBEPXHIO CYAMH: MpU MoOpy-
LLUEeHHi LiAOCTi eHAOTeAil0 YTBOpEeHUI
AedheKT nepeKpuBa€ETbC 3ryCTKOM
TPOMOOLMTIB.

Lleit MexaHi3M peai3yeThes 3a paXyHOK
PO3ITi3HABaHHS PelelTOpaMy Ha ITOBEPXHi
TpOMOOULUTIB OiNKiB, 11O CHMHTE3YIOThHCS
eHpoTeniouutamu — pakropa don Bimne-
opanga (VWF). Lli 6inku po3MmilnyoThes
cybeHoTeiabHO, TOOTO TIpU 30epekeHil
LIJOCTi €HAO0TEeJNil0 TPOMOOLIUTU BiIbHO
MepeMillyIOThC OO CYAWHU, OOHAK IMpHU
noikoakeHHi enporenito VWF po3nizHa-
€ThCSA pelienTopaMy TPOMOOLIUTIB TJTiKOIPO-
teinamu Ib (Gplb), 1110 cynpoBoOmKy€EThCS iX
3B’sI3yBaHHAM. [HIIIi pelienTopu TpoMOOII-
TiB Gpllb/Ila po3mi3HAIOTh MOJEKYJIHN

IIponos:kenns Ha ctop. 60.
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IIponosxenns. ITouarok Ha cTop. 59.

(ibprHOTEHY, 1110 JO3BOJISIE TPOMOOIIUTAM
«TIEPIIOTO MOPSIAKY», sIKi 3’emHanucs 3 VWE
MPUENHATH iHIL TPOMOOLIUTH 117151 3a0e31e-
YEeHHS TeMOCTa3y.

EnpoTeain

TpoMGOUUTH MOCTIHHO B3aEMOMIIOTH
3 €HAOTEJiEM, KOHTPOJIIOIOYM OT0 LiTiCTh.
Y HopMi Ha TOBEpPXHi €HIOTENiI0 MalTh
eKcrpecyBaTucs MeBHI (hakTopH, 110 3aIo-
0iraTUMyThb TMPUIMUIIAHHIO TPOMOOIIUTIB
JI0 HEYIIKO/KEHOTO eHI0TeNil0. 30KpemMa,
HaNMNOTYXHIIIMMU aHTUTPOMOOTUUYHUMU
BJIACTMUBOCTSIMU BOJIOAiIOTh MTPOCTALMKITiH
Ta okcug a3oty (NO), ki mocTiiiHO 610Ky~
I0Th arperaililo Ta aare3iro TPOMOOLMTIB.
Enpgoreniii TakoXx MoXe NpPOAYKYBaTu
VWE, 110 ctumyinioe aaresito il arperaitito
TpoMOOLUTIB. TPOMOOILIUTU B CBOIO UepTry
BUIIISIOTH (DAKTOPH, SIKi CIIPUSIOTH/3aI10-
0iraroTh iX MPUIUIIAHHIO J0 €HIO0TEIiIO.

OHUMU 3 HAMBAXJIMBILIUX PEYOBUH, SIKi
MPOAYKYIOTh €HOOTENiil i TPOMOOLUTH,
€ eiiK03aHoinu (MOXigHi elKO30TPi€EHOBOI,
apaxiToHOBOI, TAMHOIOHOBOI KUCIOT). IcHye
KiJIbKa IUISIXiB IEPETBOPEHHS €HKO3aHOIIiB:
3a yyacTio (pepMeHTiB LIMKJIOOKCUTeHa3u- 1
Ta -2, S-ninmookcureHasu. Iig mielo HuKIo-
OKcHIeHas3u-1y TpoMOOLUTaX YTBOPIOETHCS
TpoMOOKCcaH A2, 110 CTUMYJIIOE arperaiilo
i1 aaresilo TPOMOOLMTIB, a B €HAOTENii —
MMPOCTALIMKIIIH, SIKUI, HAaBIaKu, OJIOKYE
arperaiiito Ta aaresito Tpom6o1uTis. Ilopy-
IIEHHSI PiBHOBAru MiX KiJIbKiCTIO TpOMOO-
KcaHy A2 Ta MPOCTAlMKIIiHY BU3HAYA€E, YU
Oyae BimOyBaTHucCs arperailis Ta aaresis
TpOMOOLIUTIB.

Inmum BaxnubuMm daktopom € NO —
raszornofiOHa, po34yMHHA Ta JiinodiibHa MO-
JIeKyJ1a, 1110 31aTHa MPOHUKATH Y BCi KJIITUHU
opratizMmy. NO yTBop1o€Thcs 3 L-apriHiny
3a yyacTio (epMEeHTY eHAOTeialbHOi
NO-cHUHTa3u B HEYLIUKOAXEHOMY €HAOTEJIl.

VYV pas3i nomkomxeHHs eHpoTeniro NO
HE CUHTE3YETHCS, IO MPU3BOIUTH MO aKTH-
Ballii TPOMOOIIUTIB.

TakuM YMHOM, TPOMOOHIUTAPHO-CYIMHHHIA
remMocTa3 3a0e3neuyeTbCsl MUISTXOM MOCTii-
HOI B3aeMoii MK TpoMOOIMTAMH TA €HI0-
TeJliEM, 10 OnocepeIKOBaHO HU3KOI0 (haK-
TOpiB. Y OLIbIIOCTI BUNAJKIB HE3HAYHHX
YHIKOZKEHb CYIUH MeXaHi3MiB TPOMOOIH-
TAPHO-CYMHHOTO reMOCTa3y A0CTATHLO A1
ycyHenHs nedexry. Ilpn BelMKMX MOMIKO-
JDKEHHSX i3 pU3HKOM MACHBHO1 KPOBOBTPaTH
CNPaLbOBYE KOATYJISALiiiHUI reMocTa3.

Koa2ynauiiinuii 2eMocmas

JI71s1 Kpalioro po3yMiHHSI MEXaHi3My 3rop-
TaHHSI KPOBi HacamIepea HeoOXiaHO AeTati-
3yBaTH JIesIKi TEpMiHMU.

DaKkTopH 3ropTaHHs KPOBi € CEpUHOBUMU
MnpoTeiHa3aMM B HEAKTMBHOMY CTaHi.
®akTopu B HEAKTUBHOMY CTaHi LIUPKYIIOIOTh
Yy KPOBi JOTU, JOKM HE BUHUKHE IIOTpeda
B 3aITyCKy KoaryjsiuiiiHoro Kackany. B ocHo-
Bi 3ropTaHHsA KpoBi JIEXKUTh aKTUBALLisI ITPOTE-
iHa3 IUISIXOM 00MEXEeHOT0 MPOTEOJIi3y, IpU
SIKOMY BiJI OiJIKa BilIILIETITIOETHCS JIUIIE PETy-
JsaropHuit pparment. Taki pakTopu 3ropTaH-
H4 kposi, gk V, VIII, TFE, Ca, ¢ocdonininm,
He € TIPOTEOJiTUYHUMU (PepMeHTaMU, ajie
JIO3BOJISIIOTh 3YCTPITUCS iHIIMM CEPUHOBUM
MpOTEeiHA3aM i B3AEMOIISITH MixX CO0010.

SIKI0 y3araJbHUTU MEXaHi3M KOoaryJisiii
KpPOBI, TO BiH MpeNCTaBIeHUI JAHIIOTOM I0-
CJIiJOBHUX peaxlliid, MPpH SIKMX aKTUBOBAHMIA
(bakTOp 3ropTaHHS AKTUBYE HACTYITHUI LTSI
XOM BilllIETUJIEHHS PEeTYJSITOPHOTO (pparMeH-
Ta Oinika (0OMexXeHUH MpOoTeoi3), i e MoB-
TOPIOETHCS KiJIbKA Pa3iB i3 HACTyIMHUMU (haK-
TOpaMU IO MOMEHTY PO3ILEIIeHHS (hiOpUHO-
reHy, yTBOpeHHsT QiopuHy Ta (hopMyBaHHSI
3rycTKy KpoBi. Dochomnimian, AKi € 3aauii-
KaMu 3pyHHOBaHUX KJIITUH, BUCTYNalOTh
Y POJIi «MiCIIs1 KOHTaKTy» (haKTOpiB 3rOpTaH-
Hsa. [lporeoniTuuHi pakTopy 3ropTaHHS

3’€IHYIOThCS 3 (pocoinigamu 3a ydyacTio
Kanbliito, pakropiB V, VIII, TE. TobTo He-
MPOTEOJITUYHI (DAKTOPU JAIOTh MOXJIMBICTh
YTBOPUTHUCS 3TYCTKY KPOBi B KOHKPETHOMY
MiCLIi MOIIKOMXXEHHS cynuHU (puc. 2). Takox
icHye (iopuHocTabinizyrounii pakrop XIII,
SIKUM «3IIMBa€» HUTKU (PiOpUHY MiX c00010
Ta yIIiJIbHIOE TPOMO.

LlikaBo, o y cucremi remocrasy cro-
cTepiraeTbcs AyOAlOBaHHS (PYHKLiH,
TOOTO SIKLLO HE MPALOE OAMH LUASX,
cnpaipboBye iHwuit. B oci6 i3 aAedpium-
TOM OAHOTO 3 (PaKTOpPIB 3ropraHHs
KPOB 3rOpPTa€TbCsl, aAe MOBiAbHiLLe,

st 9oro Tak 6araTo (haKTopiB 3rOPTaHHS
kpoBi? [lo-mepiie, KackagHi MeXaHi3MuU
3HAYHO MPUCKOPIOIOTh peaKllito, 110 103BO-
JISIE BUAKO PO3IIETIUTU BEJUKY KiJIbKiCTh
TPOMOiHY, SIKMI opa3y PO3IIEIUIIOE TUCYi
MOJIEKYJ (hiOPUHOTEHY, i1 YTBOPUTHU 3TyCTOK
KpoBi. [To-apyre, BennKa KibKicThb (pakTopiB
3a0e3Mevyye HaliliHiCTb CUCTEMU TeMOCTa3y,
OCKiTbKM (DYHKIIii (haKTOPiB 3ropTaHHS qy0-
JIIOIOTBCSI.

NMopywenns 2emocmasy

BuninstioTh Tpy OCHOBHUX BUAM MOPYILIEHHS
TeMOCTa3y: TiMepKoaryJsLis, TiNoKoaryJsLis
Ta KOMOiHOBaHi mMopyuieHHs (TpoMOo-
remopariyHi). [laTosorisi TpomOo1IMTapHO-
CYIMHHOTO TeMOCTa3y MpeCcTaBIeHa TPOMOO-
LIMTOIATISIMM Ta Ba30IaTisIMU, KOATry/ISILIIHHO-
IO reMOCTa3y — KoaryJIomnarisiMu.

TpomOouuTONEHIsA — 11e 3MEHILIEHHS Kijlb-
kocTi TpomOonuTie <100 I'/i. BoHa Moxe
OyTH aObCOJIIOTHOIO Ta BiTHOCHOIO. B ocHOBI
raToreHe3y TpOMOOIIMTOIIEHII MOXe JIeKaTu
MOPYLIEHHS! YTBOPEHHSI TPOMOOLIMTIB, MPU-
CKOpeHe iX BAKOPUCTAHHS Ta pyHHYBaHHSI.

Baszonaria — ue nmopylieHHs CyAUHHOI
CTiHKM, 1110 3MEHILYE 3IaTHICTb KPOBi 3rop-
tatucs. Buminsiors cnagkoBi Ta HaOyTi
Ba3oIarii.

OnHMM i3 HAUMOIIMPEHIIINX CITaTKOBUX
3aXBOPIOBAHb CHCTEMU 3TOPTaHHS KpOBI
€ xBopoba BimreOpaHma, sika moB’sa3aHa
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Puc. 2. Koarynsuiinnii kackap (H. Versteeg et al., 2013; ttps://journals.physiology.org/doi/full/10.1152/physrev.00016.2011)

3 BiacyTHicTIO abo nedekrom VWE Takox
BUAISIOTh HAOyTUli cuHapoM Binneopanga.

TpomOoTHYHA TpOMOOUIUTONMEHIYHA MYP-
mypa — 1ie CTaH, TIpU SIKOMY BilICyTHili dep-
MeHT ADAMTS13. Y HopMi IPOTEOMiTUYHUIA
depmenT ADAMTS13 posweriioe VWE, 110
JI03BOJISIE TPOMOOLIMTAM Bil’€IHYBAaTUCS Bif
THMYacCOBOI 3aTPUMKU Ha MTOBEPXHi CyAMHHOI
crinku. [Tpu BincyTHOCTI hepMeHTY BinOyBa-
€TbCSI HarpOMaJI)KeHHSI TPOMOOLIUTIB Ha TI0-
BEpXHi CYIMHHOI CTiHKM, 110 MPU3BOAUTH
110 MOSIBU XapakKTepHOi MypITypHu.

Koarynonaris — 1ie mopylIieHHs 1ia3MoBO-
rO TeMOCTa3y 3a paxyHOK aediluTy (hakTopiB
3ropTaHHs KpoBi. Po3pi3HsS0Th crianKoBi
Ta HabyTi Koaryjomnarii. JIo cnankoBux Koa-
TyJIOTaTiii HaJexXaTb reMoiii.

I'emodinia A — e BpomkeHuit gedinut
daxktopa VIII 3ropranHsa xposi. I'emo-
tinis B — Bpomxkenuit nedinut dakropa IX
3ropTaHHs KpoBi. O0uABI XBOpOOU 3UerlieHi
3 X-XpOMOCOMOI0. 3aJIeXXHO Bill KOHIIEHTpa-
11ii akTopa BUALISIIOTH 3 CTYNEHi TSKKOCTI
remo(ifii: nerky (piBeHb akropa — 5-25%
Bil HOpMU) — MPOSIBIISIETbCS KPOBOTEUaMU
MPU XipyprivHUX BTPYYaHHSX i TpaBMax; ce-
penHbOTSKKY (1-5%) — KpoBOTEYi BUHUKA-
I0Tb Y pa3i CepeHbOr0 CTYIMEHSI YIIKOIKEH-
HSI; TSEKKY (<1%) — CyIPOBOIXYETHCS CIIOH-
TAaHHUMM KPOBOTEYaMM. YCKJIaAHEHHSIM
reMoiii € KpoBoTeui y M’sIKi TKAHWHH i3 T10-
JAJTBIITUM PO3BUTKOM Y HMX 3aITajleHHSI.

IeHoTeparnis € mepcreKTUBHUM METOAOM
JIiKyBaHHS TeMo(difii, omHaK el HanpsIM
nepebyBa€ Ha eTali KJIiHIYHUX BUIIPOOY-
BaHb. Ha choronHi 0CHOBHMM METOIOM Ji-
KyBaHHS reModiJlii 3a/IMIIAEThCS 3aCTOCY -
BaHHS nediuuTHOTO (hakTopa 3ropTaHHs
kpoBi. [Ipote npu cucteMHOMY BBElCHI
TaKMX JiKapCbKUX 3aC00iB MOXE CUHTE3Y-
BaTUCS HeUTpanizyouuii GpakTop (aHTUTI-
J1a), 110 3HEUIKOMXY€E YYKOPimHUI OioK,
SIKUM € BBeJieHU I (hakTop. Take TparisieTh-
¢y 25-30% malieHTiB i3 TSKKOIO reMo-
dimieto A Tay 3-5% — 3 remodiniero B. s
BUpillIeHHS MpobJieMU iHTi0iTOpHOI (hopmu
reMo@inii icHy1oTb pi3Hi migxoau. OmTHUM
i3 MiAXO/iB € JiKyBaHHS LIYHTYIOUUMM IpeE-
mapatamu. Tak, HaPUKIIaM, ISl 3yMTMHEH -
Hs KpOBOTeYi BBOASATh PEKOMOIHAHTHUM
aktuBoBaHuit pakrop VII (HoBoCeseH®).
BinmoBigHO g0 iHCTpYKIii, Impemapar
HoBoCeBeH® 3aCTOCOBYIOTh Y MAaLli€HTIB
3 reMoini€eto, ycKIaaHeHOO iHTibiTopaMu,
JUTS1 3yTAHEHHST KPOBOTEY.

IIIo ctocyeTbcss HabyToOi remodinii,
TO Yy OLIbILIOCTI BUMAIKiB HE BIAETHCS BCTAHO-
BUTU MPUYUHY TATOJOTii. MOXJIUBUMU
NpUYMHAMU HabyTol remModinaii MOXyTh
OyTHU ayTOIMYHHI 3aXBOPIOBAHHS, 310SIKiCHI
HOBOYTBOPEHHSI, 3aXBOPIOBaHHS LIKipH,
TinepyyTIMBIiCTh OO JIiIKAapChKUX 3aC00iB
i BariTHiCTb.

BaxxnuBy posib B yTBOpeHHi (hakTopiB 3rop-
TaHHs KpoBi Bixirpae Bitamid K. ITpu nedi-
LIUTI BiTaMiHY iCTOTHO 3HMXXYETbCSI CUHTE3
¢akTOpiB 3ropTaHHS y MEYiHIIi, 110 MPU3-
BOJUTH 10 PO3JIaay KoaryasiiiiHOro reMo-
crazy. Crin miakpecauTH, 1o aedbiuuT BiTa-
MiHy K Moxe BUHUKHYTU HE JIMIIE yepe3
HEJIOCTAaTHE WOro HaAXOMXEHHs 3 1Xelo,
a 1 Ha TJ1i 3aNaJIbHOTO MPOLIECY B OPraHi3Mi.
Ille omH1M BaxJIMBUM (PaKTOPOM y PO3BUTKY
HaOyTUX KOoaryJoraTiii € OXUpiHHSA, sKe
OB sI3aHe i3 3aMaJleHHSIM i TPOMOO30M.

OTtiKe, iCHYE JIBi JAHKH CHCTEMH IreMOCTAa-
3y — TPOMOOIMTAPHO-CYAMHHA Ta KOATY.Is-
niitna. Po3naa remocrasy Ta mosiBa KpoBoTey
Pi3HOro CTYNeHs TSKKOCTi MOXKYTh OyTH
TIOB’5A3aHi i3 MOpymeHHAM 0yIb-AKOr0 KOM-
TOHEHTA KX ABOX cHCTeM. 3HAHHA (iziono-
rii Ta marogisionorii cuctemu remoctasy
JI03BOJIAIOTh IIMOOKO PO3YMITH MeXaHi3M
BHHMKHEHHS1 XBOPOOH Y KOJKHOMY KOHKpeT-
HOMY BUINIAJIKY TA MOKPAIIUTH AKICTb HAIAH-
HSl MeJIMYHOI JI0MIOMOTH MAIIEHTaM i3 KPOBO-
TeYaMHu.

Migrotyeana InoHa Liiona
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LUBUOKUUN KOHTPOJIb KPOBOTEY
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