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Pestome. Onvcannin KiHIYHWIN BUNaAoK TSHKKOI KDOBOTEI 3 IYHOK BUAANEHNX 3y6iB Y 9-piHHOT AIBUMHKIM 3 TPOMOACTEHIED
[MaHumMaHa. HaBeneHi nitepatypHi faHi CTOCOBHO AjarHOCTUKM Ta MEHEMKMEHTY TakmMx NauieHTIB. ABTOPW MiAKPECOTh,
IO Y NiKyBaHHI TakMX MaLieHTIB IHKONM OOBOANTLCHA MPUAMATU HEOPANHAPHI PILLEHHSI, SKi MOXYTb BPATYBATU XXUTTS na-
LieHTa. Y oaHomy Bunaaky Oyno npoBeneHo NpsiMe NepenmBaHHs KPOBI.
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ornag NITEPATYPU

Tpombacrenist [manimana (I'T) — pigkicHe ayTo-
COMHO-PEIIeCHBHE 3aXBOPIOBaHHS, MPH SKOMY HOpY-
IIYETHCSI OMOCEPEAKOBaHa (iOPUHOTEHOM arperaris
TPOMOOIIUTIB Yepe3 KUTbKICHUN a00 SIKICHUH JediuT
allbB3 inTerpuny Ha MeMOpaHi TPOMOOIMTIB B pe-
3ynbrati MyTanii (-iif) B rerax ITGA2B ta/abo ITGB3
[1]. V 1918 poui mBefinapcekuii menmiarp Eduard
Glanzmann BBiB TepMiH «TpoMOacTeHis», ab0 «caad-
Ki TpOMOOIIMTHY, MPH OIKCAHHI TAIli€HTa, Y SIKOTO
BHSIBIICHA MY PITypa, HE3BAKAIOYH Ha HOPMAITbHY KiJb-
KicTh TPOMOOIUTIB. BiH Takox 3a3Ha4MB BiJCYTHICTh
CKYITYEHHSI TPOMOOIIHTIB, TPUBAJIHMIA Yac KPOBOTEUi Ta
moriprreHHst perpakiii TpomOy [2]. V 1962 poui nok-
topu Caen i Cousin npoAeMOHCTPYBaJIU BiICYTHICTh
arperaiiii TPOMOOITUTIB y BiJIOBIlb HA CTUMYJISALIIO
AJl®, anpenaninom, TpomMOiHOM Ta KoimareHoM [3].
VY 1970-1i poKku AeKiNbKa TPpyn BUCHUX, SKI BUBYAIU
TpombonuTy mamnieHTiB 3 TT, BU3HAYMIN XapaKTepHUHA
JUTSL HUX OCHOBHUH Je(illUT MEeMOpPaHHOTO KOMILICK-
cy rnikonporeiny IIb/Illa, sikuit Tenep Bigomuii sk iH-

terpud ollbPB3 [1]. Lie# miikonpoTtein ciyrye pemer-
TOpOM JUis MpueqHaHHs (piOpuHoreny, dakropy ¢GoH
Binnebpanga, $hiOpoHeKTHHY 10 TPOMOOIUTIB MpH X
aktuBarii [4].

Inyuoenmnicmo

TT Bpaxae mpudnuzno 1 3 1 000 000 nroneit [4],
X0U B IMOMYJIAIISAX, JIe TTOMHUPEHUH IITF00 MiXK OJTU3b-
KUMH poauyamu, nomupenicts TT csrae o 1 wHa 200
000 oci6 [5, 6]. Haituactime BusBisitors TI cepen
eBpericbkoro HaceneHHs [lakucrany Tta Ipaky, kodo-
BUX IUIeMeH Mopanii, iH1yiCTChKEX IpoMaj y IiB-
nenHiit Iunii, y Tabopax pomiB y @paniiii, a Takox y
npoBiHIifx Hetodaynmnenn 1 Jlabpamop Kanamau [8].
Posnoscromxkenicte TI' cepen KIHOK Ta YOJIOBIKIB €
exBiBanieHTHOIO [4]. TI" 3ycTpivaeTbess JOCHUTH PiIKO
cepen TOpYIIEHh TeMOCTas’y Ta KOaryisilii: Ha Of-
Horo mnanienrta 3i cnagkosoro TT mpuxomutses 1000
nanieHTiB 3 XBopoboto (on Bimnebpanaa, 95 xBopux
3 IMMYHHOIO TPOMOOIIUTOIICHIEr0, 85 TAIli€HTIB 3 Te-
modimiero A [1, 8]. Cepen miarHOCTOBAaHUX BUTAIKIB
cnagkoBux aedexriB TpomoormTi TI 3aiimae 9.8% [9].
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Tenemuxa

Cy6onunui interpuny ollb ta 3 xoxyroTscs Bia-
noBigHo renamu ITGA2B Ta ITGB3, 0OnBi BusBie-
HO Ha xpomocomi 17. Excrpecis ITGA2B Tta ITGB3
HE KOOPANHOBAHA, TPOTE MYTAaLlil B Oy/Ib -IKOMY 3 IIUX
TeHIB MOXYTh NMpHU3BeCTH 110 po3BUTKY [T, ski ¢e-
HOTHUIIOBO HE BIJPI3HAIOTHCS. YcnankyBaHHs [T 3a3-
BHYaif ayTOCOMHO -pPELECHBHE Ta MAlli€HTH MOXYTh
MIPOSIBJIAITA TOMO3UTOTHICTh, OCOOJIMBO JITH BiJl €11~
HOKPOBHUX IDIIO0IB, a00 BiJ I'eTEpO3UTOTHOI MapH.
Myrtanuii ITGB3 € 6inp mommupeHnMH, HMOBIpHO,
4yepes BIAHOCHO OibIly 00sacTh KoayBaHHS y 30 ex-
30HI y TIOpPIBHSIHHI 3 15 eKk30HaMH, 10 BKJIIOYAIOTH
ITGA2B [1, 10].

Cranom Ha Jrotuit 2021 p. 475 wmyrtaniii reHiB
ITGA2B Ta ITBG3, o Bukiukawts I'T, Oyiau 3aHe-
ceHi B Karajor 06a3u naHux TpomOacrteHii [T1aHMana
(https: // glanzmann.mcw.edw/) [1, 4].

Tunu TI'

Buninstors Tpu tunu TT. Tun I xapakrepusyeTtbes
3HIKeHHM ekcrpecii allbB3 inTerpuny Ha MeMOpaHi
TpoMOonHTiB HIK4e 5% Big HopMmu. Lleit Tun € Hali-
OLIBII MOIIUPEHUM Ta CTAHOBUTH 62-78% Bif 3araib-
HOT KinmbKocTi namientis 3 TI. s tumy 11 xapakTepHo
3HmkeHHs excrpecii ollbp3 inTerpuny Ha MemOpaHi
TpOMOOITUTIB 110 5-25% Bix HOpPMHU, LIeH TUIT Mae Mic-
e y 12-16% nanienris 3 TI. IIpu tumy 1l ekcnpecis
alIbB3 inTerpuHy Ha MeMOpaHi TPOMOOIUTIB I1IJIKOM
JIOCTaTHS Ta CTaHOBUTH 25-100% Bix HOpMH, ane Ho-
pylieHa pyHKITIOHATbHA SKICTh ITLOTO 1HTErpuHY. L{ei
i Mae micue y 8-22% nomyssuii 3 TT [1, 4].

Ha croroani BH3HaualoTh TakoX HaOyTy Qopmy
TI, 1mo XapakTepH3yeTbcs PYHHYBaHHSM TPOMOO-
LUTIB aHTUTIIaMU NIPOTH iHTerpuny allbB3. Taka Ha-
Oyta TI" yacTime nNposBISETHCS SIK NEPBUHHA IMyHHA
TPOMOOIUTOTICHIST 400 BUHUKA€E BHACIIIOK ayTOIMYH-
HUX MOPYIICHB, 3JO0SKICHUX MyXJIUH a00 TpaHCILUIaH-
tanii oprauis [11]. ledxi miku, BKIIOYaI0OYH aHTHMa-
JSAPIMHAN TipernapaT XiHiH, aHTHAPUTMIYHAN X1HIIUH
Ta pi3HI AHTHKOAryJIsHTH, Oynu ileHTH(]IKOBaHI SK
Tpurepu po3BuTKy Habytoi TI" [12, 13, 14].

Jlabopamopna diaecnocmuka

Onucani [maHnMaHoM XapakTepHi O3HaKU B Maj3-
Kax TepupepruyHoi KpOBi: HOPMaJIbHI KUIBKICTb,
pPO3MipH, TPaHYISIPHICTH TPOMOOIMTIB, JO3BOJSIOTH
BigpisauTH TI' Bif iHIIMX TPOMOOLUTAPHUX XBOPOO,
Takux sk cuHapoM beprapaa-Consepa (Bernard-
Soulier Syndrome) Ta CHHIPOM CipuX TPOMOOIIUTIB
(Grey Platelet Syndrome). V xiiHIYHOMY aHaji3i KpoBi
npu TT" yacTo 3HaXoTh 3ami30AediuTHy aHemiro [1].

AHami3 (akTopiB Koaryismii (MiKHapOIHE HOp-
MaitizoBaHe BimHomeHHs - MHB, mporpomOinoBuit
yac — [1TY, akTuBoBaHUil 4aCTKOBUI TPOMOOILIACTH-
HOBHI Yac - AUTY ta ¢ibpunoren) y mamientis 3 T
3a3BHYail B HOpMI, 110 J03BoIsie nudepeHiiroBata TT'
BiJ] pi3HOTO poAay Ae(iruTiB (haKTOpiB KOArysii, sKi

OrJika4 JITEPATYPU

YacTillle CTAlOTh NMPHYMHOI KPOBOTEY. Bu3HadeHH:S
aHTUreHy a0 ¢axrtopy ¢oH BimreOpanma Ta axTHB-
HOCTI IIbOTO (haKTOPy JI03BOJISIOTH BUKITFOUUTH XBOPO-
Oy ¢on Bimnebpanna. Ha ¢oHi 3Ha4HOT KPOBOBTpATH
KoaryjaorpaMa MOXKE BHSBUTH O3HAKH KOarynomartii
CITOKUBAHHA [4].

JlonaTkoBi CKPHHIHTOBI TECTH MOXYTh OyTH KO-
pUCHUMHM JyIs nmiATBepkeHHs miarHo3y ['T. Ceitioa
arperoMeTpiss TPOMOOIIUTIB BUMAarae BEJIMKOro 00’€-
My KpOBI, TpUBaJOCTi 3—4 TOAWHH Ta CIIeIiai3oBa-
Hoi naboparopii. AHami3 perpakiii TpomMOy MOXxHa
MIPOBOJIUTH 3 BUKOPUCTAHHSIM 1-2 MJI TUIbHOT KPOBi
3 inky6amiero mporsrom Howi npu 37 °C. Ilpu 1po-
My BUJQIAIOTH HOBOYTBOPEHMH 3TyCTOK 1 KUJIBKICHO
BH3HAYAIOTh BIIHOCHUN 00 €M CHUPOBATKU B 3aJIMIIKY
3pa3Kka IUIa3MH, KU OyB BHIUICHHHU i3 3TyCTKY ITiJ
yac mporecy perpakiii. Llei anamiz Takox MOXXHA
MIPOBOIUTH 3 BUKOPHCTAHHAM IUTA3MH, O0araroi TpoM-
oormramu. [Ipu HOpMaNTBHIHA KITBKOCTI TPOMOOLHUTIB,
aJIeKBaTHIN KiNbKOCTI Ta SIKOCTI (piOpHHOTEHY, aHO-
MaJlbHa PETPAKIIisl 3TYCTKY MiaTBepKye miarao3 ['T.
Kpim Toro, pesymprar aHamily peTpakmii 3TycTKy
MoXxe pornoMortd po3pizuuta tanu TI': mpu I tumi
peTpakilis 3rycTKy BiAcyTHs, a nipu I Tumi perpax-
mist 3ryctka abo 3MeHmieHa, abo HopmanbHa. Coin
3a3HAYMTH, OJHAK, L0 IIe¥ TeCT AOCTYHHHI JuIIe B
CHeIiali30BaHUX J1TA00PaTOPIsiX, TOMY PYTHHHO HE 3a-
crocoByeTbes B miarHoctumi TT [1].

Amnaniz ¢pynxkuii Tpom6orutiB (PFA 100) Bu3Hauae
CTaH TEPBHHHOTO T'€MOCTa3y Ta BUMAarae JUIICHb 2
M1 KpoBi. OmiHKa Yacy YTBOPEHHS 3TyCTKy TPOMOO-
LUTIB HaJl MEeMOPAHOIO B MPHUCYTHOCTI CTUMYJISTOPIB
(xomareH + eminedpuH abo komared + AJI®) 3a ymos
BHCOKOTO 3CYBY, HO3BOJISIE BIAPI3HUTH ITaTONOTIIO
TpoMOOLUTIB Bix XxBopobu ¢oH Bimnebpannma. Ilpu
TI tect PFA 100 moka3ye OBry TpUBaiicTh arperaii
TpomOoruTiB (> 300 cexynm). Xod i 1 METOANKA MAE
100% uyTtnuBicts 10 TT, ane BoHa He MOXe Biau}-
¢depennitoBatr TI™ Bix Baxkkoi Gopmu xBOpoOH (HoH
Binmnebpanga abo adiOpunoreHemii. Aje HOpMab-
HUM TOKa3HHUK 4Yacy arperarii TpomOorutiB Ha PFA
100 no3Bossie BukirounTu maiaruos TI [1, 4].

CBiTIIOBa arperoMeTpis TPOMOOITUTIB € 30JI0THM
CTaHAAPTOM Ui BcTaHOBICHHs miarHozy TI. Lleit
TecT repeadavae eKCIO3MIliI 3pa3ka KpPoBi 3 pi3HU-
MH aroHICTaMU [UI1 CTUMYJISILIi YTBOPEHHS TpPOM-
0OIMTAapHOTO 3TYCTKYy Ta BUMIPIOE y IOJAIBIIOMY
CBITJIONPOBIJIHICTh CYCIEH311 TpoMOOIUTIB. Arpera-
st TPOMOOIUTIB y TPUCYTHOCTI PHCTOICTHHY, alie
He y mpucytHocTi AJI®D, xomareHy, TpomOiHy abo
anpenaniny (<10% pedepeHTHNX 3HAYEHB) € MaTOT-
gomoHiuHuM it TT. IHKoaM MoOKe 3HaJO0O0UTHCS 110-
BTOPHE TECTYBaHHs, II00 MiATBEPIUTH pPE3yIbTaTH
a00 TOPIBHSTH 3 KOHTPOJILHOK BHOIPKOIO Tapaieib-
HO, JUTS 3a1I001raHHs YHCICHHIM ITOMUITKAM, SIKI MOJKE
BIUIMHYTH Ha pe3yJIbTaTH IbOTo TecTy [1, 4].
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[Ticast Toro, sk nmiarHoctoBaHo TI, icHyHOTH J0-
JIAaTKOBI TECTH, SIK1 JOMOMAraroTh IS TOJAJIBIIO] Xa-
PAKTEpUCTHKH JJaHOi XBopoOu. [IpoToyna ruromerpist
3 MOHOKJIOHaJbHUME aHTHTUIaMHu mpotn CD41 Ta
CD61 Moxe KiTbKiCHO OI[iHUTH HOPYIIEHHS eKCIpecii
allb ta B3 y memOpaHax TPOMOOIIMTIB, BiJIIOBIIHO
nosBorsie inenTudikysaru Tui 1 (excopecis <5%) Ta
tun I (5-25%) TI. IIpoTouna nuroMeTpis 3a3BUYAM
BusBisie moHaimenme 50% excmpecio allb Ta B3
npu tuny I TT [15]. Audepenuianis tuny TI" oco0-
JIMBO KOPHUCHA JUIs CTpaTH]iKallil pU3HKY B Malli€HTIB,
y IKHX MOYKE PO3BHHYTHCS aJIOIMyHI3allisl Micist mepe-
JMBaHHs TpoMOormTapHoi Macu. Kpim Toro, mpoTtou-
Ha IIUTOMETPIs MOXE TAaKOK BUKOPHCTOBYBATUCH IS
ineHTrdiKamii cremudivanx anTuTia npotu allbf3 y
Bunankax Haoyroi TI [15, 16]. I'enernunmii anai3
nochigoBaocti ITGA2B ta ITGB3 Takox Moxe ITiji-
TBEPJIUTH KOHKpeTHI MyTailii. OcTaHHIM yacoM OyIio
CTBOPEHO KiJTbKa BHCOKOIIPOMYKTUBHUX MOJEKYJISIP-
HO-TIarHOCTUYHMX aHami3iB mig marientiB 3 I'T Ta
IHIIIMMH CTIQJIKOBUMHE TIOPYIICHHSIMH TeMocTtasy [17].
Cuin 3a3HaunTH, OO0 HA TAaHUHA MOMEHT CXOXKEC HEMAa€e
KOpeJALii MK Crielu(i4HO0 MYTAIli€l0 Ta CTYNEHEM
BupaxxkeHocti penoruny TI. HaBiTh uieHu ojHi€el po-
IIMHU 3 MOJIOHUMH MyTAalisIMU MAalOTh 3HAYHY Bapia-
OenbHICTB iX KIiHIYHUX mposBiB [18, 19, 20, 21].

KJTIHIYHI NPOABU

V mari€eHTiB 31 CXWIIBHICTIO IO CHHIIIB Ta KPOBOTEY
MOTPIOHO peTenbHO 30UpaTh aHaMHe3 PO HasBHICTb
TaKUX O3HaK y Omm3pkux poxudiB. lllkama omiHku
kpoBoteui ISTH/SSC67 nomomarae ineHTudikysa-
TH TMAaLI€HTIB 31 CHNAJKOBUMH MOPYUICHHSAMH (yHK-
uii TpomOormTiB [22]. IloTpiOHO TakOXX BHSCHHUTH
HasBHICTh a00 BIJICYTHICTh AyTOIMYHHUX Ta 3JI05-
KICHUX 3aXBOPIOBAaHb, SIKI MOXYTh BUKJIMKATH Ha-
oyty TI. [deski iHdekmii TakoX MOXYTh BHKIHKATH
MyTaIlii B peTyIsITOPHUX MPOTEIHAX, SKi BIUINBAIOTH Ha
(yHKLIIO TpOMOOLMTApPHUX Ta JIEUKOLUTAPHUX 1H-
TETPUHIB, 3 PO3BUTKOM imMyHoxedinury [13, 23], mo
pukirouae giarHo3 TT. HeoOXimZHO TakoX BUSCHUTH
iH(dopMalLlilo TPo JIiKH, AKI OTPUMYBaB HAIi€HT. AH-
TUTPOMOOIIUTAPHI JIKH, HECTCPOiAHI MPOTH3ANaIbHI
mpernapary, aHTHKOATYIITHTH MOXKYTh Oy TH IIPHIHHOIO
KpoBoTeui [24].

[Ipn ormani moTpiGHO 00OB’SI3KOBO OOCTEKUTH
CJIM30BY POTOBOI MOPOXKHHWHHM, IIKIPY, HOCOBI XOIH
Ha MpeaMeT KpoBOBWIMBIB. [lallieHTH 31 CIagKOBOIO
TI' 3 TUTHHCTBA CXWJIBbHI 0 YTBOPECHHS CHHIIIB, KPO-
BOTEY 31 CITM30BHX OOOJIOHOK Ta MIKIpH. Y OLIBIIOCTI
BUIAJKIB JiarHo3 BepuQikyoTh y Billi 40 | poky, Xou
1y 15% Bumazakis TI" miarHocTyeTbes y Bili crapiie
14 poxiB [1, 4, 5]. Cepenniit BiK, y SKOMY Jiarto-
ctytoth TT' cranoButh 7 pokiB [24]. HaBiTh He3Hay-
Hi TpaBMHU IPHU3BOAATH 10 YTBOPEHHS CHHIIB. YacTo
BHHHUKAIOTh HOCOBI KPOBOTEUI BHACIIJIOK KOJTyHaHHS
B Hoci (y 60-80 % mnauieHTiB), KPOBOTOUMBICTH SICEH
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npu yrcTii 3y0iB (y 20-60 % marfieHTiB), a TAKOK Kpo-
BOTOYATh JTYHKH MOJIOUHHUX 3yOiB IMICIIS X BUMATIHHS.
Haiivacrinre 1ieil iarHo3 BUSIBISIOTH Y XJIOTUHKIB
4gepe3 BHHUKHEHHST KPOBOTEYI MTICIIS IUPKYMIU3ii, a y
JiBYAT Yyepe3 MEeHCTpyabHi kpoBotedi (60-90%). I1a-
nient 3 T yacTto MaroTh 3ami30JeBilIUTHY aHEMItO
BHACIITOK KpoBoTed. KpoBoTedi 3 MUTYHKOBO-KHUIIIKO-
BOTO TPaKTy 3ycTpidatothes y 10-28% marienTis. 1lle
piakinre OyBaroTh y mamieHTiB 3 T iHTpakpaHiambHi
remaromi (1-2%), reMarypis, reMapTpo3 Ta KpOBOTeU1
3 BHYTpIIIHIX OpraHiB. 3BepTae yBary Tod (axt, o
KpOBOTEUYI BHHHUKAIOTh BHACIIJIOK HE3HAUYHUX TPaBM
[24]. B ngesxux Bunaakax TI' BUABIAIOTH uepe3 3HaU-
Hy KpOBOTEUYy B JOPOCIOMY Billi HA TiIi MOJOTiB ab60
TsDKKOT TpaBmu. [IposiBu kpoBoteui nipu TI™ € 3a3Bu-
Yail He TAaKUMHU TSDKKHMHU, sIK TIpu reModimii. Tem He
MeEHIII, OiNbIlle ABOX TPETHH MAalli€HTIB MOTPeOyIOTh
TIepeTMBAHHS TPOMOOIIMTAPHOT Ta/abo epuTpoIUTap-
HO{ MacH MPOTSATOM CBOTO YKUTTS MPUHAWMHI OZMH pa3
[4, 5, 25].

Meneoosicmenm nayicumie 3 TI'

VYei manientu 3 TI' MaroTh oTprMyBaTu crieriaii-
30BaHE JIKYBaHHS Y LICHTPAX TPETHOTO PiBHS HAJAHHS
MEIMYHOI JIOTIOMOTH, JIe IJI0JJOO0OBO JAOCTYITHA KOH-
CYJIBTAIlisSl TEMATOJIOTa, SIKHHA 3alMAaEThCS CIAJKOBOIO
maToJyioriero remoctasy. [Ipy BHHUKHEHHi 3arpoxy-
F0YO01 )KUTTIO KpoBoTevi, narieHTd 3 TI' moTpedyroTh
JIKYyBaHHS Y BIJJIJICHHSX IHTEHCHBHOT Tepartii, MOX-
JIUBO 1 XipypriuyHoro BTpy4anHs. Came ToMy, y BUILIIE3-
rajlaHux IeHTpax Mmae OyTH MyIbTHIUCIHILIIHAPHA
KoMaH1a (axiBiiB [S].

[Mamientu 3 TT MaroTh 3HaTH CUMIITOMU KPOBOTEY
Pi3HOT JToKai3allii Ta CBOEYACHO 3BEPTATHCH 3a IMPO-
deciitnoro gomomoror. Ix MOTPiGHO HaBUATH MpaBH-
JIaM TIOBOJKCHHS TP KPOBOTEYAX PI3HOI JIOKai3arlii,
Ta croco0y KUTTS, SKUH JJO3BOJISIE 3aTI00ITTH KPOBOT-
euam. ['irieHa poTtoBoi mopoxxHUHY y mamieHTis 3 T
Ma€ BeJIMKE 3HAYCHHA Yy 3amo0iraHHi KpOBOTOUMBOCTI
sceH. HeoOXiHO peKOMEHIIyBaTH TaKUM Ialli€eHTaM
He 3aiiMaTuCs TPaBMaTHIHUMHU BHIAMH CIIOPTY.

[Ipu BUHMKHEHHI KpOBOTEY1 HEOOX1THO 3aCTOCYBa-
TU IPUTUCKAHHS JKepelia IpoTaroM 15 xBunuH. Mox-
Ha 3aCTOCOBYBaTH MICIIEBO iHTiIOITOpH (iOpHHOIIZY
(TpaHekcamMoBa KHCJIOTa, aMiHOKApPOHOBA KHCIIOTA)
Ta Micuesi remMocTatuky (piOpUHOBI remi, TOmiKaIbHi
dbopmu TpoMOiHY). AHTHDIOPHHOIITHKY MOXHA 3a-
CTOCOBYBATH 1 MEPOPATBHO, i BHYTPIIIHEOBEHHO MPH
KpoBoTeuax y mamieHTis 3 TI. Xoxox MicrieBo He pe-
KOMEH/IOBAHO, TaK sIK MiJ JII€I0 XOJIOMy TeMOCTa3 Ta
KOAryJisLis NoripurytoThes [26]. AHTH(DIOPUHOMITUKH
HE pEeKOMEH/IOBaHI MalieHTaM 3 remarypiero [27].

PyTuHHA BakiuHaIis npoTH renatuTiB A 1 B € He-
00XiJJHOIO 3 OIVIAly Ha BUCOKY MOTpeOy B reMOTpaHC-
¢y3iax. IloTpibHo iHGOpMYBaTH TaKUX MAIIEHTIB PO
JIKH, SKI MOXYTh CIpoBoKyBatu kpopoteuy (HII3II,
AQHTHUKOATYJISIHTH, aHTHArperaHTd), Ta Ipu HEoOXif-
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HOCTI NpU3HAYEHHS TAaKUX JIKiB MOTPiIOHO oOupaTH
OinbIn Oe3rneuHy anprepHaTHBY. bakaHo, 1100 11i ma-
mieHTH Hocwiu Opacnetn MedicAlert, sikuit Hamae
LUiHHY 1H(OpMALil0 y BHIIAJKaX BTPAaTH CBIJOMOCTI
yepes kpoBoTeuy [28].

HocoBi kpoBOTeui TparuistoThCs HaWvacTime y
namieHtiB 3 TI, TOMy Takux MaIi€HTIB MOTPiOHO iH-
(dbopmyBaTH TIpO 3arpo3y BHUCYIIYBaHHS CIHU30BOI
00OJIOHKH HOCa, Ta PO KOPUCTh 3BOJNIOXKYBadiB. [Ipu
TSOKKUX HOCOBHX KpOBOTEUax IMOTpiOHA crierianizo-
BaHa JIOMOMOTa OTOpHHONapuHronora. ITpubmuzHo
72% BUMaaKiB HOCOBUX KpoBoTed Ha TiTi TI" moTpedye
rocmiTamnizaiii, 3 akux 42% nonagaroThk 10 BiAgilIeHb
inTeHcuBHOI Teparmii. Ilepequs TaMmnonana Hoca Oyna
e(peKTUBHOIO B 3YMHUHIII TaKUX KPOBOTECY Y TPETHHH
BUIAJKIB, TOAl K MICLIEBI NpenapaTy KOJareHy — y
MOJIOBUHI BunaakiB. KpoBoredi 3 siceH MOXyTb OyTH
e(eKTUBHO 3YIHHEHI IOJIOCKAHHAM aHTH(IOpH-
HoNiTUKaMHu. JIikyBaHHS Ta mpodillakTUKa TiHTIBITIB
BIJIIrpaloTh BOKJIMBY POJIb B 3aM00IraHHI TaKUM Kpo-
BoTeyaM. KpoBoredi 3 IyHOK 3y0iB MOTpeOyrOTH 3a-
CTOCYBaHHSl MICIIEBUX TreMOCTaTuKiB ((hiOpuHOBHIA
KJIeH) Ta MIACTUKOBHX IIUH JUISA TPUTUCKAHHS TaMIIO-
Hy B JyHII 3y0a [5, 7, 29].

HaiiTspxunmu BapianTaMu KpoBoTed y KiHOK 3 TT'
€ MaTKOBi KpoBOTedi. PICHI MEHCTpyalbHI BUIIICHHS
(momure 7 auiB, OubIe 80 MIT) MPU3BOIATH /10 AHEMIT,
MOTIPIIYIOTh  SIKICTh KUTTA. JIiKyBaHHSM mepuioi
miHi{ y Takux BUMaAKax € aHTH(iOpuHOMITHKH. [Ipn
iX Hee(DeKTUBHOCTI MOTPIOHO BTPYYaHHS TiHEKOJIOTA.
CrierndiuHUM JIIKyBaHHSAM € 3aCTOCYBaHHS OpaJbHUX
KOHTpAIICTITHBIB 200 TOPMOHAJIBHI BHYTPIIIHBOMAT-
KoBi JneBaiicu. [lepopanbHuil TPUHOM BHCOKHX 703
nporectepony (5-10 mr koxHi 6-8 roguH) abo Horo
KoMOiHaIi{ 3 ecTpOreHoM HpoTsIroM 1-2 AHIB € TOCUTh
epextuBHUM 3aco0oM. Jlo3y mTOTpiOHO 3HMXKYBaTH
MpY 3MEHIIEHHI KPOBOTEYi, aje 1HKOJU BHUHHUKAIOThH
MOBTOPHI XBWJI KpPOBOTEY HAa TIi BiMIHH TOpMO-
HaJbHOI Teparii. B TSKKMX BHITaJKax I[i TOPMOHH
MOJKHa BBOJIUTH BHYTPIIIHOBEHHO. BHYTpilIHbOMAT-
KOBI JIeBaiicH, sIKi BUAUISIOTh MPOTECTEPOH, TAKOXK €
e(heKTUBHUM 3acO00M, aJie TP iX BCTAHOBICHHI MO-
JKYTh BUHMKATH KPOBOTEYl BHACIJIOK TpaBMaTH3allil.
VYei ni Metoau MOTpiOHO 3aCTOCYBAaTH IO BBEICHHS
pexombinanTHoro VII ¢akrtopy 3ropranns (rFVIla)
abo TpoMOOMacH MpH 3arpo3IUBUX ISl KHUTTS MaT-
KOBHX KpOBOTEYAX. 3arpo3iMBi MAaTKOBI KpOBOTEUi
MOXXYTh BUMAaraTH IpOBeACeHHs eMOoJTi3alii MaTKOBHX
apTepiid, eHxoMeTpianbHOi abmAwii Ta TicTepekToMii
[30, 31, 32].

Baritaum xinkam 3 TT, abo mpu HasBHOCTI 11i€i ma-
TOJIOT11 y 4OJIOBiKa, HEOOXITHO PEKOMEHyBaTH Mpe-
HaTallbHYy JNiarHOCTHKY miofa Ha TI, ocobnmBo mpu
€IMHOKPOBHUX nuTt00ax. [ mpeHaranpHOI JiarHo-
CTHKH 3a3BHYail 3aCTOCOBYIOTh T€HETUYHY J11arHOCTH-

OrJiIAa4 JITEPATYPU

Ky [4], X04 1 IOTOYHA IIUTOMETPisl TAKOXK MOXKE OyTH
inpopmarusHoto [33]. ¥V Baritnoi 3 TI' HeoOXimHO
CJIJIKyBaTH 3a piBHeM aHTUTIN mpotu ollbPB3 inTe-
rpuny TpomOouutiB metonoMm MAIPA (monoclonal
antibody-specific immobilization of platelet antigen
[34]. Lli anTHTIIAa MOXYTH MPOXOAMTH Kpi3hb IUIa-
LEHTY Ta YUIKOIUTH TPOMOOLMUTH IJIOAA, HIO0 MOXKE
MIPU3BECTH JI0 TSHKKUX HACTIJIKIB Ha T TPOMOOIUTO-
neHii (IHTpakpaHialbHa TeMaroMa, 3aru0ellb II0/a).
[Ipu HasBHOCTI y MaTepi BUILE3raJaHUX aHTHUTL,
HEOOXiTHO B TepIN TOAMHU MICHsS HapOMKCHHS
BH3HAYHUTH KUIBKICTH TPOMOOIIMTIB B KPOBI y HOBO-
HapOJPKEHOTO [26].

OcobnmuBoro 3arpo3oro y kiHok 3 TI € kpoBoTedi
npu nonorax. Y 50 % Taxux xinok TI" miarHoCTy€ETH-
csl BIeplIlle P eMi30/1 KpoBoTeui npu monorax. Heii-
poakciambHI METOAM aHecTe3ii MPOTHIIOKa3aHi depe3
PHU3WK BUHHKHEHHS €ITi{ypaJIbHOT/CITIHATIBHOT FeMaTo-
MU. 3Ha4HI KpoBoTedi y BariTHUX 3 T MOXKyTb moTpe-
Oysatu BBeneHHs rFVIla Tta antngidbpunoOIiTHKIB, a
TaKOXK TPOMOOMACH MTPOTSTOM HaBITh THIKHS ITICIIS TI0-
noriB. J{st kopekiiii aHemil 3aCTOCOBYIOTh €PUTPOIH-
TapHy Macy. BBeJieHHsI yTepOTOHHKIB TaKOX MOKa3a-
HO JUTS 3yIIHHKH TICIIAONOroBoi kpooreui [ 1, 4, 31].
70% BaritHux 3 TI' maroTh anTuTina npotu ollbB3
a6o HLA. Ilpu BarinanpHHX MoJ0Tax NpodiJakTHIHO
MOYKHA 3aCTOCOBYBaTH aHTH(10prHOMITHKN Ta TFVI]a,
a [pH KECapChbKOMY PO3THHI YacTO BUHUKAE OTpeda B
TpoMOoMmaci [4].

[TepionepartiiiHi kpoBoTeUi y MAaIE€HTIB 31 Cral-
KOBUMHU Je(heKTaMu reMocTa3y BHHUKaIOTh y 24.8%
BHMAJIKIB, 0COONNBO PH3UKOBAHUMHU € Kapio-BacKy-
JSApHI Ta yposioriydi oneparii [32]. [Ipu Takux Bu-
najKax 3acTocoByrOTh aHTH(]iOpunomiThku, rFVIla,
1 HaBiTH TpoMOoMacy. 3actocyBanus rFVIla B kom-
OiHamii 3 TpoMOOMacorw abo aHTH(IOPUHOTITHKOM
oyno edextuBHuM y 100% BuUNAAKIB HE3aIEKHO
BiJl cTaTrycy aJoiMyHi3amii IPOTH TPOMOOIUTIB IpH
nepionepariiHux kpoporeuax y namienris 3 TI. [lo3u
rFVIla xonuBarothess Bifg 80-90 onuHULB/KT 10
140 oguaMIL/KT. TprBamicTh BBEACHHS BiJl 7 TOAWH 110
2 ni6 [32, 35, 36, 37, 38].

VY Benukomy nociimpkeHHi SPATA (The Surgery In
Platelet Disorders And Therapeutic Approach Study)
[32], pe3ynbratu sikoro omyOmikoBani y 2017 porri
OLIIHIOBAJIM PU3UK KPOBOTEYl Ta mepionepaniiHuii
MEHEDKMEHT y 423 mamieHTiB 3 MOPYIICHHSIM TPOM-
OoruTapHOi (QyHKII, sAKi mepeHecau 829 Xipypridxi
Ta JAeHTanbHi BTpydaHHs. Cepena wi€l Koroptu Oyno
89 mamientiB 3 TI, mo nepenecnu 182 omeparii. ¥
119 Bunankax cepen nux 182 Brpydans Oyina morpeda
MEIUKAaMEHTO3HOTO BTPYYaHHsI IS 3y[IHHKHA KPOBOT-
eui: aHTU(IOPUHOMITHKY BBOAWINCH Y 30 BHUMAaKax,
TpoMOOIUTH — y 54 BUMaakax, iX koMOiHamis — y 35
BHMajikax, MoHoreparis 3 rVIla — y 24 Bunanakax, ta
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3 pecmorpecuHoM (DDAVP) — y 6 Bunankax. Pusuk
KpOBOTeUl cepes ycixX Mali€HTIB 3 TPOMOOLUTApPHH-
MU xBopoOamu cTaHoBUB 19.7%, a cepen maIiieHTiB
3 T — 29%. HenopmanbHa KpOBOBTpara BUHHUKAJA y
37.5% mnamienTtiB 3 TI, axi Manu pedpakTepHiCTh 10
TPOMOOIIHUTIB, TOMI K IIel TTOKa3HUK cTaHOBUB 23.3%
Cepel THX, SIKi He MaJIi TaKol pepaKTepHOCTI.

MPEMNAPATU KPOBI

[Ipu 3HAUHOMY 3HMKEHHI reMOnIO0iHy MOTPIOHO
HEepeTUTH EPUTPOLUTAPHY Macy, 6axaHo BiAMHTI ab0
3aMOPOKEH1 EPUTPOIIUTH, 00 3MEHIITUTH 3aJTHIITKOBY
KUIBKICTh TPOMOOIIUTIB Ta JICHKOLUTIB, SIKI MOXYTh
BUKIIMKATH aJ0iMyHi3amito [26]. YpreHTHICTh CUTya-
il B JEIKUX BAMAIKAX 3MYyIIye€ HEXTYBaTH IIUMH 3a-
CTepEKEHHSAMM, ajle PO HUX MOTPIOHO MaM’ ATaTu.

[lepenuBaHHS TPOMOOLIMTAPHOI MacH BBAKAETh-
CsI TOJIOBHHM IIUIIXOM 3yITUHKH KPOBOTEY Y TAIli€HTIB
3 TI. Ane npu 1boMy HEOOXiAHO OLIHUTH KOPHUCTb
BiZ (DYHKIIIOHYIOUHX TPOMOOIIMTIB, SIKi BBOJSTHCS B
OpraHi3M MaIlieHTa Ta PU3UK BUHUKHCHHS aJlOIMYyHi-
3auii, sika poOUTH malieHTa pedpakTepHUM 0 Ha-
CTyMHHUX BBeJCHb TpomOomacu. [lamienTn 3 THUIOM
I TT' MaroTh BHCOKHH PH3UK PO3BUTKY ajOiMyHi3a-
uii mpotu ollb Ta B3 iHTerpuHiB yepe3 NpUTaMaHHY
M BIZICyTHICTb eKCTIpecii IuX iHTerpHHiB B MeMOpaHi
TPOMOOIHTIB [26].

IIpobnema peghpaxmeprnocmi 0o mpomboyumie ma
anoimMyHizayii.

VY npubmmznao 30% nomynsii namienTis 3 TT' Mae
Miclle aJO0iMyHi3alisd 3 YTBOPEHHSAM aHTHUTUI MPOTH
allbp3 memOpaH TpoMOONHMTIB Ta JIEHKOLMTAPHUX
antureHiB (HLA). Ilpu HeoOXigHOCTI MepeuBaHHS
TpoMOOMacH y Mali€eHTiB 3 aHTUTUIaMu 1poTd HLA,
noTpiOHO miIiOpaTH CyMiCHY 3a JICHKOIUTapHUMH
aHTHreHamMu tpomoOorute [1, 39]. AnoimyHizaris 3
YTBOPEHHSAM aHTUTL npotu ollbB3 inTerpuny Tpom-
OOIMTIB € 3aTPO3IMBUM YCKJIaTHCHHSIM IEPEIHBAHHS
TPOMOOMACH, TaK K BUKITUKA€E pepakTepHICTh J0 dil
TPOMOOLIUTIB Ta POOUTH Hee(EKTUBHUM Yy MOAAIb-
HIOMY 3aCTOCYBaHHS TPOMOOIMTAPHOI MacH y TaKuX
nariedTiB. Takuil CTaH yacTillle BUHUKAE Y MAIliEHTIB
3 tunom [ TT, y sikux excrnpecist interpuny ollbp3
Ha MeMOpaHi TpPOMOOIHTIB Jyke Hu3bKa [26]. Pusuk
anoimyHizamii npotu allbp3 npwu Tami [ TT” ctaHOBUTH
81%, Toxi sk mpu iHIWHKX TUNax — 25% [4]. XKinku B
rpyIi OIIBIIOrO PU3MKY al0IMyHI3aIlil dYepe3 JacTimri
KpOBOTeUi 3 TIOTpeOor B TpaHchysisx. AnoiMyHiza-
IiF0 MOXKYTh BUKJIUKATH HABITh 3aJIUIIKOBI TPOMOOITH-
TH y CKJIaJll ePUTPOIUTAPHOI MaCH.

AJie HaBiTh y TAIIEHTIB MPH HASBHOCTI aHTHTII
mpotu ollbB3 iHTerpuny, 3acTocyBaHHS TpoMOOMacH
3 aHTH(DIOPUHOMITHKOM 3YIHHSE HEXipypriuHy Kpo-
Boreuy y 71% BumazakiB. 3actocyBanus rFVIla mo-
ka3aB eexkTuBHICTh Y 91% BUMAJKIB HEXIPYypriYHUX
KPOBOTEY HE3aJIEXKHO BiJ] cTarycy anoimyHizamii. [Ipu
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XIpyprivHuX KPOBOTEUAX Y MAIIEHTIB 3 aHTH-TPOMOO-
nutapauMu antutizamMu rFVIla OyB epexTuBHUM Yy
88% Bumankis. [larieHTH 3 TaKMMU aHTUTUIAMHA I10-
TpeOyroTh BuIux 103 rFVIla [36, 37].

AnoimyHizanis Mae micie y 70% Baritaux 3 TT.
BariTHa xiHka Moxe OyTH iMyHi30BaHa TPOMOOIIH-
TaMH IDIONA, SIKi TIOIagaoTh KPi3hb IUIAIICHTY B KPO-
BOIUIMH MaTepi. AHTHUTINA, SIKi BUPOOJISE OpraHizm
MaTepi Ha Taki TPOMOOIMTH MPOHHUKAIOTH KPi3b TUIa-
LEHTy IO IUIOAA 1 BUKIUKAIOTH TPOMOOLHUTOIECHIIO,
10 MOYKE€ TPU3BECTH 0 3arpO3JMBHX KPOBOBUJIMBIB
y mwioja. JIns BUIAJICHHS TaKuX aHTHUTLI 3 KPOBi Ma-
Tepi B IpPEHATAIFHOMY IEpPioji 3aCTOCOBYIOTH ILIA3-
MO3aMiHHY Tepariio, CTepoinu Ta BHYTPIIIHLOBEHHU
imyHoritoOyimiH (0.5-1 T/kr Ha TWKIeHb 3abesnedye
edexr y 97.3%) [4, 34, 40, 41].

3 omsiy Ha MOXKJIMBI (paTasbHi HACIiAKH, TPAHC-
¢by3is TpoMOOIHMTIB Mae OyTH 3acTOCOBaHA JIMIIIE
IpY 3aTPOXKYIOYHX JKUTTIO KPOBOTEUAX y MAIIEHTIB
3 TI, mpu BiacyTHOCTI edekTy BiA IHIINX METOIMK
nikyBaHHsA. OCOOIMBO MOTPIOHO OOMEKHUTH 3aCTOCY-
BaHHS TPOMOOIMTAPHOT MAacH y IIBYaTOK Ta >KiHOK
PENPONYKTUBHOTO BIKYy 4Yepe3 PU3UK MOTPAIUISTHHS
AHTHTPOMOOIUTAPHUX AHTHUTUI J0 TUIONA 3 PO3BUT-
KOM B HBOTO aJIOIMYHHOI TpoMOonuToneHii [4]. Skmo
MPUIHATO PillICHHS PO TpaHCPy3ito TpomboMacH, To
OaxkaHo, mo0 BoHa Oyna cymicHa 3a HLA (human leu-
cocyte antigene), MO-MOYJIMBOCTI, OYMILIEHA BiJl JICi-
KOLIUTIB, 100 YHUKHYTH aytoiMyHizamii mo HLA [26].
CywmicHicth o ABO Hajae 1o1aTkoBHiA piBEHb 3aXH-
cty. [lamieHTiB, SKMM BBOIMJINCH IperapaTtd KpOBi,
BKJTIOUAIOYH €PUTPOLIUTH, CIiJ PErysIpHO HepeBips-
TH Ha HasiBHICTh aHTUTLN. OTHCaHI BUNIAJKHA TIPO Ha-
SIBHICTh QHTUTLI y HETPAHC(Y30BaHUX MAIIE€HTIB, SIKI
Moru OyTH BUKIIHKaHI iHpekuiero [1, 26].

MeouxamenmosHe niKy8ans

PexomGinantauit VII dakrop 3ropraHHs KpoBi
(rFVIla) € nocuth eeKTUBHUM IPH KPOBOTEUAX Ce-
penHBOI Ta 3HAYHOI TSHKKOCTI y mamnieHTiB 3 TT, xou €
nocuth noporosapricauM [35]. rFVIIa pexomennosa-
HUH B Garateox kpainax €spomnu ta CLIA nms 3acto-
CyBaHHS NP KpoBoTedax y mamieHTiB 3 T, ocobmuBo
npu pedpakTepHOCTI 10 TpomMOoMacu abo INpH He-
MOXJIHBOCTI ii 3actocyBanHs. Edekrusnicts rFVIla
pu KpoBoTedax y martienTiB 3 TI" ctanoButs 67-93%
B KoMOiHaii abo 6e3 anTudiOpuHOMITHKIB. EdeKxTus-
HicTh rFVIla He 3a7eXHUTh Bi NPUCYTHOCTI aHTUTLI
1o tpomboruTiB. Mexanizm il rtFVIla npu T noci
HeBimomuii. [IpuIyckaroTs, mo BiH [Ii€ yepe3 aKTHBa-
uito X ¢axropa, Cipuse BUPOOICHHIO TPOMOiHY, KU
MOTIM MOJKE 3B’SI3yBaTH Ta aKTUBYBaTH TPOMOOIMTH
gepe3 intakTHi GP1b penenropu [1, 35, 36].

JosyBanns rFVIla 3anexuth Bill TSHKKOCTI KPOBOT-
eui, 3a3Buyaii namieHTy 3 TI' moTpedyoTh HIKYUX 103,
HDK marienTH 3 remodimiero. Cepenni no3u rFVIla npu
TI' cranoBmsats 80-140 MKI/KT BHYTPIITHBOBEHHO
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KOXHI 2.5 TOMWHM 10 IPUIMHEHHST KPOBOTEUi, 3a3BH-
Yaif moTpiOHO He MEeHIle TPhOX BBeIeHb [4, 35].

Pusuk ycknagHeHHs y BUDISII TPOMOO3iB Ha Tl
BBeneHHs rFVIla y marienTi 3 T € JOCHTh HU3BKHM:
mpu aHamizi 221 BUMaAKy KPOBOTEU 3 3aCTOCYBaHHAM
rFVIla, tpom6o3n BunmkIn y 1.4% Bumagkis [35].
Amnaniz peectpy TI' mokazaB 5 BuIaakiB TpoMOOeM-
oomii cepen 490 BumankiB 3acrocyBanus rFVIla mus
3YNUHKH HEXIpypridHUX KPOBOTEY Ta TepionepaiiHo
3 mpodimakTHaHO MeToro [42]. [IBa BUMAagKu 3 Ii€l
cepii TpamMINCh y MAIi€HTIB cTapiie 65 pokiB, B Of-
HOMY 3 IIMX BHITJIKIB MaJIA MiCII€ JIOJAaTKOBI (haKTOpH
PHU3HKY TpoM003iB (iMOOLTI3alis, THII XipypriqHOro
BTpy4aHHs Ta TpuBana iHdys3isa rFVIla). Cepen onu-
CaHMX BUMAJIKIB TpoMmO03iB Ha Ti1i BBeneHHs rFVIla y
narienTiB 3 TT Oynu TpomMO0O3H MIHOOKUX BEH, TPOM-
O6oemOomii JiereHeBoi aprepii, OOCTPYKIis ypeTpu
TPOMOOM Ta IHTpakpaHiaibHi TpoMOH [1].

Cyuacni nanpamu nikyeanns TI'

TpancmaHTalis KiCTKOBOIO MO3KY YCIIIIITHO MPO-
BOIWJIaCh y Kibkox marieHtiB 3 TT, y Tomy uuncni 3
AHTUTPOMOOIIMTAPHUMH aHTHTLTamMu [26, 43]. B Ga-
rarbOX BUNAJKax MIJAroToBYa Teparmis JOoToMorya
JIIKBIyBaTH aHTUTIJA, SIKI B IHIIOMY BHUITaJIKy MOXYTh
3arpoXKyBaTH TIPIDKUBICHHIO TpaHCIDIaHTa. TpaHc-
IUTaHTAallis B OCHOBHOMY IIPOBOAMIACH y TEAiaTpHU-
Hil momynsmii Big 4 10 16 pokiB, cepenHiii Bik cra-
HOBHB 5 pokiB [1, 43]. Cepen mux 5 marieHTiB y BCiX
Oyna JocsArHyTa JIKBifaIisl KPOBOTEY, aje y TPhOX
MAI[IEHTIB BUHUKIIM YCKJIaTHCHHS Y BUIIISI XBOPOOH
«TpaHCIUIaHT IPOTH Xa3siHa» [26].

Xoua reHHa Tepamist Bce e nepeOyBae Ha cTaii
EKCTICPUMEHTY, BOHA PO3TIISAIAETHCS K BapiaHT JIiKY-
Baaa TI. ¥V 2011 pomi Fang et al [44] nponemoH-
CTpyBanu miABHIIEHy ekcrpecito allbB3 y cobak 3
TI, sSKUM BBOIWIM CTOBOYpI KIITHHH Tepudepud-
HOi KpOBIi, CIIPOSKTOBAHI LI EKCIpEecii JTOICHKOrO
ITGA2B. Yepes tpu poku, Sullivan et al [45] renepy-
BaJIi 1HJYKOBaHI TUTFOPUTIOTEHTHI CTOBOYPOBI KJIITH-
uu (iPS) 3 mepudeprnyHUX MOHOIMTIB 2 TMAIE€HTIB 3
TT ta BBogunu 1i iPS knituam 3 allb ¢ IHK B nokyci
AAVSI1, Ta cynpoBOmKYyBaiK crieruiyHIM POMOY-
TEepOM MerakapionuTiB. ITicist bOTO y IUX MAI[iEHTIB
ekcrpecig ollbB3 Ha TpomOormTax mepeBHIlyBaa
50%170% [1].

Miarmoctuka Ta BeaeHHs nauiedtiB 3 T Bce e
Mae 0arato HeBUpilIeHUX mpodnem. /liarHocTHka BU-
Marae OOCTEKCHHS y CITeIiali30BaHUX JIaboparopisx
Ta TEHCTUYHE TECTYBaHHS MAJlO JIOIIOMAarae nepenoa-
YUTH TSKKICTh, MPUHAWMHI Ha 1bOMY eTami. OgHaxk,
3poctarounii Peectp mamientis 3 T cripusie po3BUTKY
HAIUX 3HaHb PO pizHoMaHiTHI myTauii GT. B nanuit
4ac OCHOBOIO JIIKYBaHHS 3QJIMIIAETHCS MiATPUMYIOYa
teparis. OfHaK, sIK PO3Ii3HABaHHS aHTHUTPOMOOIIH-
TapHUX aHTHUTLI CTa€ BCE OUIBII ITOMIUPEHHUM, ITOMUT
Ha OIIBII IIECTIPSMOBAaHI BapiaHTH JIKyBaHHS He-
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OMMIHHO 3pocTae [46, 47]. st 3a10BOJICHHST ITLOTO
MOMUTY TPAHCIUIAHTAIlil KiCTKOBOTO MO3KY TOBHH-
Ha OyTH OUIBII CTaHJAPTH30BAHOKO IS III€l IMOMYy-
JIAIIT Ta BU3HAHI SK BapiaHT JIIKYBaHHS B PAHHbOMY
Bili. Binbin Toro, moxaibiiuii PO3BUTOK TEXHOJIOTIH
reHHol Tepanii juis mamiedtiB 3 TIT mMoxiuBo 3a-
MIPOTIOHY€E AIBTCPHATUBHUI BapiaHT JIKYBaHHS ITi€l
XBOPOOH, BiJl SIKOT MALlIEHTH CTPaXAAlOTh MPOTATOM
ycboro XutTs [1].

OIMNCAHHA KNIHIYHOIO BUMAAKY

Hiunnka 9 pokiB, moctymwia B KHIT JIOP
“3YCIMII” 31 ckapraMu Ha KpOBOTEUY 3 JIYHOK 3y0iB
TiCIIst 1X eKCTpaKiii, OaroBaHHs, OMiICTh MIKIPHUX TTO-
KpHBIB, 3arajibHy CJIA0KICTb.

3 aHaMHe3y BiJJOMO, L0 JTUTHHA HApOAMUJIACh Bij
nepioi JTOHONIEHOT BariTHOCTI, MOJIOTH 0e3 ycKial-
HeHb. Pocna 1 posuBanachk 0e3 3arpumku. Criaako-
BUU aHaAMHE3 OOTSDKEHMIi: B MaMu Ta piHOrO Opara
CXWJIBHICTH JIO0 TEMOPATiYHOTO CHHIPOMY.

Tpu poku ToMy AMTHHA TiepeOyBaia B 1HIIIH JIKy-
BaJbHIN YCTaHOBI 3 MPHBOMY LLTYHKOBO-KUIIKOBOI
KpOBOTEUi, iarHOCTOBAaHO €PO3UBHUN TacTPUT, MHO-
JKUHHI TIONINKM NUTYHKY. B TOoMy » polli OBTOpHA
rocriTaiizauis B CTaliOHAp Yy 3B’S3Ky 3 HasBHICTIO
CBIXKOT KpOB1 y KaJi Ta CXWJIBHICTIO /IO MOSIBH CHHIIIB
Ha Tiji. HeBnor3i IUTHHA KOHCYJIBTOBaHA Ta 00CTeKe-
Ha JUTSYUM TeMaToJIOrOM HAIIOTro IIEHTPY, BCTAHOB-
JICHO JIiarHo3 : Jie3arperaiiiiHa Tpomoonuronaris. Pe-
KOMEHIOBaHO IPOBECTH TOYHY BepH(IKaIlito TiarHO3y
B YCTaHOBI 4-T0 piBHA HAJaHHS MEIUYHOI JOIIOMOTH.
OpnHak, 6aThbKH HE JOTPUMATHCh PEKOMEHIAIIIN.

[Ipu mocTymieHHI CTaH JUTHHW BaKKHH, BaK-
KICTh 3yMOBJIEHa TPUBAIOYOIO KPOBOTEUEIO 3 JIYHOK
BUAAJICHUX 3y0iB, MOCTreMOpariyHol aHemiero. B
cBigomocti, misBa. lllkipa Omiga, MOOTUHOKI €KXi-
MO3HU Ha IIKIpi CIUHU Ta MPaBi 3yXBUHHIN JISHIT.
[epudepununi nimdpoBy3nu He 301bIIEH], HE OOIOUi.
JuxaHHs Be3WKyJsipHe, cumerpuune, YJ[ — 24/xs,
SpO, — 98%. Tonu cepust puT™mivHi, 3By4Hi, nepude-
puuHa mynbcaris 3anosineaa. YCC 116/xB, AT 90/60
MM PT. cT. JKuBiT M’sikuii, He Gomrounii. [ledinka Ta
ceJie3iHKa He BUCTYNAIOTh 3-Mi Kparo pedepHOi JyTH.
CeuoBupineHHs BifbHE, Aiype3 AocTarHii. MeHiH-
reajabHi CUMIITOMH BiJl’€MHI.

Maca Tina - 22 kr, 3picT - 135 cm. ['pyna kposi AB
(IV) Rh (-).

JlutrHa ToCmiTaNi30BaHa y BIIIUICHHS 1HTCHCHUB-
Hoi teparii (0 03:00), po3noyare JiKyBaHHS:

— Epwurporutu AB (IV) Rh (-) — 270 mn
C3ITAB (IV) — 240 M

— TpanekcamoBa k-ta — 230 mMr

— Owenpazon — 20 mr

— Eramsunar — 250 mr

B nutuHEM BigMmidaeTbes Oararopa3oBe OMIOBaHHS
BMICTOM IIUTYHKY 3i CBI’KOIO KPOB’10.
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Status localis: i3 TyHOK BUaJIeHUX 3y0iB IOCTilHE
MiATIKAaHHSA CBIXKO1 KPOBI.

Bauseko 07:00 B auTuHU OJMIOBAaHHSA <«IIOBHUM
POTOM» CBIXKOIO KPOB’IO Ta KPOB’SIHUMH 3TyCTKAMH.
Bitaneni nokasuuku: YCC — 130/x8, AT — 105/55 mMm
pr.ct, YJ1 - 22/x8, SpO, — 98%.

B Teparii nomano:

— HoBocesen — 2 mMr

— C3ITAB (IV) - 160 ma

Cranom Ha 08:00 guTWHA B CBIZOMOCTI, MJISIBA.
KonTakty mocrymna. ['emomuHamika KOMIICHCOBaHA.
BiranpHi nokasHuku B Mexkax Hopmu. Jiypes — 300
MJI 3a 5 roauH nepeOyBanns y BIT.

Cranom Ha 10:00 TpuBae KpoBOTEYa i3 TYHOK BH-
JlaNieHUX 3y0iB.

[Tnan Tepamii:

— HoBocepen — 3 wmr;

— TpanekcamoBa k-ta 750 Mr/mno0y

— C3ITAB (IV) — 550 mn

— Owenpazon — 20 mr

— Eramsunar — 250 mr x 3 p/n

— Hedrpiakcon — 1,0 ['p x 2 p/n

— Iudysiiina Teparmis

00 11:00 KOHCUIAPHO Pa3oM i3 T€MaTOIIOTOM Ta
MIETICTTHO-JIUIIBOBUM XIpyproM MPHHHATO PIllICHHS
PO PERBI3it0 paH IiJ] 3arajibHOI aHecTe3ierw. Buko-
HAaHO HIBHJAKY IOCTIJOBHY IHIYKIIIO, Xipyprom Ha-
KJIaJICHO 30IMXKyI0ui IIIBH, Ta TAMIIOHA A JTYHOK 3y0iB
TaMIIOHOM 3 TPAHEKCaMOBOIO KHCIIOTOIO. 3Ba)KarodH
Ha TSDKKICTh CTaHy, Ta TPUBAIOYy KPOBOTEUY JUTHHY
micns omepauii 3anumeno Ha IIIBJI, xarerepuzoBano
CTETHOBY BEHY, BCTAHOBJICHO Ha30TaCTPaTbHIH 30HI.

CTaH AWTHHU TIPOTPECHBHO IIOTIpIIyBaBCs, Ha-
pocCTanM O3HaKH TSHKKOTO TIeMOpariyHoro mioky. B
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o0IacHOMY LIEHTpI CITyOU KpoBi Oyiu BiACYTHI epu-
tporutu AB(IV) rpynu xpoBi, a B JikapHi BiACyTHi
eputporut O(1) Rh(-).

3BakarouM Ha KPUTUYHUI CTaH XBOPOI, 33 JKHT-
TEBUMH TOKa3aMH OYJIO MPUAHSITO PIlIEHHS PO MPO-
BEJICHHS TPSIMOTO TIepeMBaHHS KpOBI BiJ OaThKa
IuTUHE 3 yMOBHO cymicHOI0 AB(IV) Rh (-) rpymoro
kpoBi. O 17:00 BUKOHaHO HpsSME MEPETUBAHHS «Te-
101» KpoBi B KibkocTi — 300 mut. [porenypa Buris-
Jama HACTYIHHM YHHOM: B OaTbKa KaTeTepHU30BaHA
nepudepnyuHa BeHa karetepoM 16G, mmpuriom 20 M
acripoBano 20 MJI KpoBi 1 0fipa3y BBEICHO TUTHHI B
LEHTPabHUN KaTeTep Y CTErHOBIH BEHi, BECh IPOLEC
MIOBTOPIOBABCS JI0 OTPUMAHHS 3aranbHoro 00’emy 300
M. [IpoTsirom nporneaypu He Oyiio BiIMIYeHO KOITHOT
ocTTpaHCc(y3iitHOT peaKiii.

Ha 20:00 cran OUTHHU 3alUIIA€THCS CTAOLIBHO
BaxxkuM, Ha [1IBJI, mpoBoauThCS cenartist Iuist ajanra-
uii go amapary. JlokanpHuIA CTaTyc: Ha paHOBHUX MO-
BEPXHSX C(hOPMOBaHiI TPOMOH, BUIUMHX O3HAK TPHBA-
FOYOT KPOBOTEYI HEMAE.

Ha 21.00: kipa Omiga, cyxa, temia. CaMocTiii-
HE IUXaHHS Yepe3 CHIOTpaxeanbHy TPYOKY B peKuMi
PSV ( PS -5, PEEP - 3), FiO, — 30 %. ®i3ukainb-
HO: JKOPCTKE TUXAaHHS HAJl JICTCHSMH, CUMETPUYHE.
I'emoguHamiuHO cTabiibHA, TOHH CEpI PHUTMIUYHI.
UCC — 120/xB, AT — 100/50 mm pr.ct., UJ] — 20/x8,
SpO, — 99%. Buxonano ekcry0arlito Tpaxei, JMXaHHs
CaMOCTiiiHe, aJieKBaTHE.

Ha panok 2-i 1o0Ou ctan qutuHU ctadineHui. Kpo-
BOTEYa HE BiJHOBIIOBajach. /IUTHHA B CBIIOMOCTI,
aJIeKBaTHA, CKapr He BUCIOBIIOE. J[uxaHHsS Ta remo-
JUHaMiKa cTaOuTbHI. JKUBIT M KW, TIEPUCTAIBTHKA
aKTHBHA. BumopoxueHHs 2 pa3u 3a 100y, MeJeHa.
VBech 1eHb 0€3 HEraTuBHOI JUHAMIKU.

Hb (r/n)

120

eseH 2 Mr

100

Ep.maca 270 mn
HosoceseH 3 mr

Hogsog

a0

‘ inbHa kpae 300 mn

60

C30M 240 mn
C3MM 160 mn
C301 550 mn

40

<
<
<

20

3.00 9.00 15.00 21.00

Puc. 1. QuHamika pisHga remornobiny (r/n).

30

2 noba

|

C3M 180 mn

75 74 76

73

3 poba 4 poba 5 poba 6 goba
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3-1s1 m00a 3 MO3UTHUBHOIO JHHAMIKOIO, BiTHOBJICHO
CHTEpaJbHE )KUBJICHHS, alleTUT 330BLUIbHIIA. BiTans-
HI TIOKa3HUKH B Mexax HopMu. Tpancdysis C3I1.

Ha 4-1y no0y mutrHa mepeBeaeHa B TeMaToIoTid-
HE BiJIUIEHHS.

Ha 6-ty no0y nuTHHA y 3aI0BIIBHOMY CTaH1 BHITH-
caHa J0A0MY.

Cymapno qutuna orpumana: C3I1 - 1130 mi, Epu-
TpouuTapHa maca — 270 mi, CBixa 1ibHa kpoB — 300
mi1, HoBoceBeH — 5 Mr.

JunaMika TeMOrno0iHy, €pUTPOLHUTIB, TPOMOO-
[IMTIB HaBEJICHI HA pUCYHKaxX 1, 2, 3.

[Toka3HuKHM KoaryiorpaMu HaBe[cHi B TaOmuimi 1.
Hemo mponowxennit AUTY Ta rinodiOpuHOreHeMis
CKOpIIlIe CBiJYaTh MPO KOAryJIoNaTito CIIOKUBAHHS Ha
TITi TPUBAIOYOT KPOBOTEHI.

Ol JIA4 JITEPATYPU
Tabnuuga 1. MNMoka3HMKK Koarynorpam B AVHaMIL.
MokazHukn AUYTY 4 ITI ®diopunore

KOaryJorpaMmu (cex) (cek) (%) H (1/J71)

T ) 142 | 82 0.8
HAJIXOJKEHHI
3a 7 roguH y

BIT 36 13,4 92 1,7

4 noba 36,6 12,6 93 2

OBIrOBOPEHHSA BUMAOKY

Y gutunu giarHo3 TI O6yB BepudixoBaHMii B
crnemianizoBanoMy «lleHTpi TpoMOO03y Ta reMocTasy»
3a JOMOMOTOK0 TOCTIKEHHsI arperarii TpoMOOIUTIB
Ha arperomMerpi Ta 3a JOMOMOIOK MPOTOYHOI LUTO-
MeTpii, e Oysia BUsIBIICHA 3HMKEHA €KCIIPecis IIiKO-
nporeinie GPIIb (CD41) ta GPIlla (CD61). Iicns

RBC (x 10%2/n)

4,5

Mr
Mr

.\

4,0 38

3,5

S
=3
[=]
[
™~
]
o
]
=
[=1
w

HoBoceBeH 2 M
HoBoceseH 3 m

3,0

2,5
2,0 J
1,5 l J

1,0

C3M 240 mn
C3N 160 ma

<
<
<

0,5

0,0
3.00 9.00 15.00 21.00

Puc. 2. [JuHawmika piBHst eputpoumnTiB (x 1012/n).

2 poba

|

N8O mn

3,1

~
@

3 poba 4 poba 5 aoba 6 poba

PLT (x 10°/n)

Ep.maca 270 mn

150

l 133
89

3.00 9.00 15.00 21.00

100

50

Puc. 3. vHamika piBHa TpomboumTise (x 109/n).

2 noba 3 noba

:
|

4 noba 5 noba 6 noba
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JAHOTO BHIIAJIKYy KPOBOTEUI 3 JIYHOK 3yOiB y JIBYHHKHY,
Oys0 oOcTexeHo MaMy Ta Opara Mali€HTKH, B O0OH-
JIBOX TiATBEp/KEeHO Tol camuit piarHo3 TT. IlikaBum
€ TOH (hakT, IO MaMa HapoJiia ABOX JITEH 1 He MaJa
mpo0JeM 31 3ropTaHHAM KPOBI ITiJ] 4ac BAariTHOCTI Ta
TIOJIOTiB.

HesBakaroun Ha BBeleHHS aHTH(D)IOPUHOIITHKA
(TpanekcamoBa KucioTa), pekomOinanTHoro VII dak-
Topa (HoBoceBeH) Ta CBIX03aMOPOXKEHOT T1a3MH, Ha-
BiTb ITICJIS aJICKBATHOI XipypriqHOi TAMIOHAIH 3 YIIIH-
BaHHSIM JIYHOK BUJIaJICHUX 3y0iB, KpOBOTEUA Yy TUTHHU
porpecysaia.

Pinkicua rpyma kxpoBi Ta pesyc -AB(IV) Rh (-)
Hajano e OuIbIle eKCTPUMY B CHUTYyallilo, KOJIH B
o0JlacHOMY TICHTpi CITy’)KOM KpOBI HE BHSBHIIOCH Ta-
KOi TPYIH epUTPOIUTIB Ta TpoMOoIHTiB. [TokasHuKN
YEepBOHOI KPOBI 3HU3WIUCH O KpUTHYHOTO piBHS: Hb
—48 1/1, epurporute — 1.9 x 1012/11. KinbkicTs TpoM-
Oo1uTiB He OyiTa KPUTUYHO HU3BKOIO, IO XapaKTEPHO
st TT, Ha 11 TSDKKOT KpOBOTEUl KiTBKICTH TPOMOO-
nuTiB Oyno 89 x 1012/n. Yce e 3MycHiio NpuHHATH
KOHCHJIIlYMOM JTiKapiB HEOpAWHAPHE PIIICHHS PO
IpsiMe TepeIuBaHHs KpoBi Bij OaTbka, sSKUii, Ha Ia-
CTA, MaB Ty caMmy TPyIy Ta pe3yc, IO W y JiBUNHKH.
[pouenypa mpoiinuia ycmimHo, 6e3 yCKIaTHeHb, Ta
MpU3Bea 10 MIBUAKOT 3yMUHKH KPOBOTEUi, 3pOCTaHHS
piBust Hb — 98 1/11, epurponutiB — 3.8 x 1012/11, Tpom-
oorutie — 133 x 1012/, 3a HacTymHi 5 1i6 crocte-
PEKEHHST KPOBOTEYA HE TIOBTOPIOBAIACH Ta MAIliEHTKA
BHITMCAHA JIOZIOMY Y 33JI0OBIILHOMY CTaHi.

B nmiteparypHuX mKepenax MU He 3HAHILM iHpOP-
Mallii Mpo 3aCTOCYBaHHs MPSIMOTO TEPEITUBAHHS KPOB
npu TT. TlepenuBanHs CBIXXOT HIJTLHOT KPOB1 3 OJIHOTO
00Ky Mae meBHi 3arpo3u. OkpiM Oe3mocepeaHix mo-
cTpaHchy3IMHUX peakIii, SKuX, Ha IIAcTs, BAAJIOCS
3armo0irTH, MOYKJIMBA ITepeiada pisHOTO pory 1H(EKIIii
3 kpoB’1t0. Crenu(ivHUMH 3arpo3aMu HEepeTUBAHHS
LinbHOI KpoBi came y mamieHTiB 3 TI' € moreHniiHa
aJoIMyHI3allis 3 YTBOPEHHsSIM aHTUTLT mipotu ollbB3
MeMOpaH TPOMOOIIHTIB Ta JICHKOIIUTAPHUX aHTUTCHIB
(HLA), Tax six minbHa KpoB MICTUTH 1 TPOMOOIMTH,
1 IeHKOIUTH. AJie, CMUTUBE PIIICHHS JIKapiB B JaHii
curyamii OyJo €IUHHM TIPABHJIBHAM IUITXOM JUISI
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COBKO P0., KOBAJIEB M.A., JOPOLL O.U., ®ECEHKO Y.A.
KIMMMHUYECKUIA CNYYAA TPOMBACTEHUN MMAHLMAHA U AHAJTIUS JIUTEPATYPbI

Pestome. OnncaH KNMHWYECKNIA CryYai TSXKeNoro KpoBOTEYEHNA 13 NIYHOK YAaneHHbIX 3y6oB y 9-neTHeln [eBoYkn ¢ TpoMmbacTeHveln MmaH-
umaHa. OnucaHbl uTepaTypHble faHHble KacaTeNlbHO AUArHOCTUKM U BeAEeHUS Takux naumeHToB. ABTOPbI MOAYEPKUBAIOT, HTO B JIeHeHUN
TaKMX NaUMEHTOB UHOrLA NPUXOAMTCA MPUHUMATb HEOPAVMHAPHbIE PELUEHUS, KOTOPbIE MOMYT CMAcTW XXM3Hb NauveHTa. B gaHHoM cnyyae
6b1510 NPOBEAEHO MPSIMOE NepenBaHe KPOBU.

KntoueBble cnoea: TpombacTeHns MaHuMaHa, KpoBOTEYEHNE, NepennuBaHe KpoBU, AETH.

SOBKO R.YU., KOVALOV M., DOROSH O.1., FESENKO U.A.
CASE REPORT OF GLANZMAN’S THROMBASTHENIA AND LITERATURE REVIEW

Abstract. A clinical case of severe bleeding from the wells of extracted teeth in a 9-year-old girl with Glanzman’s thrombasthenia is reported.
Literature data on diagnosis and management of such patients are given. The authors emphasize that in the treatment of such patients
sometimes it is necessary to make extraordinary decisions that can save the patient’s life. In this case, a direct blood transfusion was
performed.

Key words: Glanzman'’s thrombasthenia, bleeding, blood transfusion, children.

YHACTb ABTOPIB B MIArOTOBL CTATTI:

Co6ko P.HO. — nikyBaHHSI NaLEHTKN, BUKOHAHHS MPSIMOro NepenvBaHHs KPoBi
KoBanboB M.O. — fikyBaHHSA NaLEHTKN, ONCaHHS KNIHIYHOMO BUMaaKy
Lopow O.l. — reMaTonorivHnin MeHedXKMeHT NaLieHTKM

®deceHko Y.A. — aHanis nitepatypu, oPOpMNEHHS CTaTTi
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