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Xsopoba Mabpi: wo mae Bpaxosysamu Kapgionoz
Np «HEcepuesoMy» CKPUHIn2Y, gianocmuui ma NIKYBaHHI

Xeopo6a Pabpi (XP) — ue cnapkose MynbTUCUCTEMHE NpoOrpecyloye 3axi

HHA i3 Xp

nepe6irom, siKke CKOpoUy€e TPUBASICTb TA NOriPLIYE AKICTb XXUTTA nauieHTie. Yepes nonimopdism kniHiuHoi
CcMMNTOMATUKM XBOPUM Ha XD 4acTo cTaBnaTb HETOYHI AiarHO3U, TOMY CKPUHIHT NALIEHTIB rpyn BUCOKOro
PU3MKY MA€ BenuKe AiarHoCTMYHe Ta NPOrHocTUYHe 3Ha4veHHs. NMponoHyemo fo Bawoi ysaru ornsg

b,

marepiany C. Reg etal., np

4YeHOoro AaHii TemaTuui, wWo 6ye ony6nikoBaHuii Y BUAAHHI

Cardiovascular Diagnosis and Therapy (2021; 11 (2): 661-671).

Tenemuyna gemepminanma

X® Gyno HesanexHo onucaHo M. ®abpi ta B. AH-
nepcoHoM 1898 p. Ii mommpenicTs Bapitoe Bia 1:40 000
no 1:117 000 (Branton et al., 2002; Germain, 2010).
OpnHak Mpu CKPUHIHTY HOBOHAPOKEHUX OYJI0 BUSIBIIE-
Ho Buiy yactoty X® (Bix 1:3100 no 1:8454), o moxe
CBiIUMTH NMPO Oiblll 3HAYHY 3arajbHy MOIIMPEHICTb
naroJorii (Hsu, Niu, 2018).

OCHOBHOIO TIPUYUHOIO 3aXBOPIOBAHHS € MyTalii
y reHi, 1o Koaye dhepMeHT o-ranakto3unasy (o-GLA).
JlaHMii TeH po3TalloBaHUWi y OiIsHIII q21 22-T0 JOBroro
meya X-XpoMOCOMHU.

Ha croroani BusiBneno nmonan 900 myrartiii reHa
GLA, sKi 3HUXYIOTh a00 TMOTipIIYIOTh (PyHKIIiO
a-GLA. e npu3BoauTh 10 HAKOMMUYEHHS 1000~
Tpiaosmnuepaminy (GL3) y nizocomax pizHUX KIiTHUH,
30KpeMa eHAOTeNiaJIbHUX KJIiTUHAX CTiHOK CYAMH,
10 MOXKEe CTaTh MPUINHOI YPaKeHHS YCiX CUCTEM Op-
raniB (Cairns et al., 2018).

TereposuroTHuii Kiiacuuuuit herHorun XP xapakre-
PU3YETHCS TAKUM, L0 HEe BU3HAYAETHCS, 00 3HAUHUM
3HKeHHsIM o.-GLA. HacninkaMu 11boro € nporpecy-
foua rineprpodis niBoro mayHouka (IJIL), cepuesa
apUTMisl BUCOKOTO CTYIEHsI, HUPKOBa HEJOCTAaTHICTb,
amnoruIeKcisl, MoJiHeBponaTisi, apTpairisi, HeiipoceH-
COpHa BTpaTa clyxy, HecreuudiuHi LIYHKOBO-KHUII-
KOBI CKapru Touio.

CKpuninz ma Giomapkepu

HeoOxinHo 3a3HaYMTH, 1110 paHHS diarHocTHKa XD
€ TIepelyMOBOIO 3HIKEHHSI 3aXBOPIOBAHOCTI Ta CMEPT-
HOCTI cepeji MallieHTiB, TOX BaxKJIMBO MPOBECTH BiAMO-
BifiHi 0OCcTexXeHHs sikoMora paHinie. [licas BcTaHOB-
JICHHS iarHO3Y 32 XBOPUM CJIi/l yBaXHO CIIOCTepiratu
Ta 31iMICHIOBATHU JIiIKYBaHHS 3 ypaXyBaHHSIM ypaXXeHHs
pi3HUX OpTraHiB, 110 MOTPeOyE MiKAMCLUIITIHAPHOTO
Miaxomy.

OTxe, HacamIiepes BapTo 30CEPEIUTUCS Ha TaKUX
3aMUTaHHSIX:

1. SIkux manieHTiB HEOOXiIHO 0OCTEXYBaTH?

2. 51k miaTBEepaAUTH IiarHo3?

3. 5Ik BecTu maiieHTa?

IMpuunHoto cMepTi nauieHTiB i3 XP yacTo € cepleBo-
CyIWHHA MaToJIOTisl, OCKIJIbKU MOpyLIeHHsT PyHKLIT
HUPOK MOXe KOMIeHcyBaTucs AiajizoM. OcKinbku
X® — reHeTHYHE 3aXBOPIOBAHHSI, aHAJII3 POIOBO/Y i re-
HETUYHE KOHCYJIBTYBaHHSI € BaXJIMBOIO YaCTUHOIO Iia-
THOCTUKU. Y ciM’sX 3 iIHIEKCHUMU TallieHTaMu Ta/abo
rpyrnaMy BUCOKOTO PU3UKY CKPUHIHT CJIiZl TPOBOIUTH
Ha paHHi# craxnii (Hagege et al., 2019).

Biomapkep Lyso-GL3 — neamnerunboBaHa popma
GL3 (rno6otpiao3uincdinro3nx miasmu) y mia3mi abo
cyXiil miIsiMi KpoBi, 110 3aCTOCOBYETHCS IJIsI OLiHKU
nepebiry X®. Pisenb Lyso-GL3 kopetoe 3i cranieio
3aXBOPIOBAHHS i TAKOX MOXKE BUKOPUCTOBYBATHUCS TSI
MOHITOPUHTY e(heKTUBHOCTI (hepMEHTHO3aMiCHOI Tepa-
mii (P3T) (Aerts et al., 2008). ¥V nawuieHTiB i3 Mmokas-
HukoM Lyso-GL3 <1,3 HMonb/71 (cCTaHIAPTHUI piBEHB
<0,8 HMOJIB/)T) 6€3 TUIIOBUX CUMIITOMIB XP MOXHa
BUKJTIOUUTH.

Kpim Toro, Lyso-GL3 BuMipioioTs y cedi. OnHax ciin
3a3HAaYMTH, LI0 32 HASBHOCTI HEKIACHMYHUX MyTaLliil
KoHUeHTpauis GL3 y cedi Moxe OyTH HOpMaJbHOIO
(Young et al., 2005). Takox GL3 BusiBisiioTh y 6iomn-
TaTax HUPOK, MioKap/a i Kipu.

PiBHi Lyso-GL3 3HauHO BUILIi cepell YOJIOBiKiB
i3 kimacuuHoo X®, HiX y mamieHTiB i3 XD 3 mi3HiM mo-
gaTKoM (Maruyama et al., 2019). ¥ xiHoK, 10 cTpax-
naioth Ha XD, BMicT Lyso-GL3 mMoxe 6yt B Mexax
HopMmu, ane y 40-60% BiH Bumuit (Smid et al., 2015;
Duro et al., 2018). BogHouac piBHi Lyso-GL3 He ko-
PeJIOIOTh i3 TSKKICTIO 3aXBOPIOBAHHS, 1110 3yMOBIIIOE
HEOOXiZHICTh 3aCTOCYBAaHHS 1OJATKOBUX OioMapKepiB
(Bichet et al., 2018).

(A) Tnomepynu aemoHCTpyI0TH Bakyonisauiio nogouwTie (cTpinku) i nerke rodpysanHs 6azanbHux MeMGpaH knyboukis i3 nepirnomepynsSpHUM
Ta iHTepcTUuianbHum ¢|6poaoM (B) TnOMepynM BKA3YIOTE HQ MACKBHI HOKONMYEHHS Y Ginbwocti nopouuis (CTpanu) Q TOKOX Me3AHFIaNbHMX

i eHpoTenianbHUX, naple'runbuuxenrremanhuux knitnax. (C) [ py

PYytoTh i HaKo Y nogoumtax (HUKIHGHHMKM

cTpinok) i pigkicHi HOKOMMYEHHS y Meauunanhunx obnacrsax. (D) MomiTHi HakonnueHHs y AESKUX | KAITUHAX NPOKCUMANBHUX KuNﬂnbulB Ta eHgoTenii
y .
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HAKO

Puc. 1. Baky i

3nopB” YKpainu

¢ Y pasi Hedp i npu X®

IIpoBoautu ckpuninr Ha X® nouiibHO y XBOpPHX
i3 IVIIII >12 M™ HesicHOTO reHe3y, B AKHX MOXKe OyTH
apUTMis BULIOTO CTYNeHs, NALiEHTIB i3 HUPKOBOIO HE10-
CTATHICTIO HeBiOMOT eTioJiorii, M0 NoB’A3aHa 3 MiKpo-
anb0yMiHypi€l0, a TAaKOXK XBOpUX BikoM 15-55 pokis,
SIKi mepeHec/ M iHCYJIbT HesicHOro noxo/kenHus (Bersano
et al., 2013; Biegstraaten et al., 2015).

Nliaznocmuka
Hupku

V 50% uonosikiB i 20% xiHok i3 X® mopyuyoTs-
cs1 pyHKUIT HUPOK, TOX ii OLliHKa Mae BaXJMBe 3Ha-
yeHHs (Germain, 2010). Haii6inbi paHHiit giarHoc-
TUYHUI MapameTp — MPOTEiHypisl, KA BUSIBISETbCS
BXe€ y MiUIITKOBOMY Billi. YpaxXeHHsI MPOKCUMaJIbHUX
KaHaJblliB MOXe MPU3BECTU 10 PO3BUTKY i30TeHYpil
Ta noJiypii (Meroni et al., 1997). ¥ Hupui 6GioakTrBHA
mouekyaa GL3 HakoMuyeThCst B KaHABISX, KITITUHAX
Me3aHTiyMmy, MoJoIMTaX, iHTepCTULii, EHOOTeii CyIuH
i KJTiTMHAX Taaakux M’si3iB. OKpiM TOro, y MOAOLMTaxX
iHAYKYy€eThCs ekcnpecist 6inka CD74 ta TpaHchopMy-
BasibHOTO hakTopa pocty B-1 (TGF-1).

3okpema, CD74 cTumyiioe excrpeciio LIUTOKIHIB, 1110
MPU3BOAUTDb O aroOMNTO3Y i 3alaJeHHs. Y CBOIO Yepry
TGF-1 ctumyinioe BUpoGieHHSI OUIKIB M03aKJIiITUHHOTO
matpukcy (pibpoHekTUHY i KosareHy IV Tury) B Kiy-
6oukax Ta iHTepctuiii (Sanchez-Nino et al., 2011).
Lli mpouecu CIpUYMHSIIOTh PO3BUTOK OCEPEIKOBOTO
i I7106aTbHOTO TJIOMEPYJIOCKIIEPO3y 3 aTpodielo KaHaIb-
11iB, iHTepCTULiaTbHUM (DiOPO30M i 3amajeHHSIM y ApY-
it nekani xutTs (puc. 1). Ak HacminoK, po3paxyHKoBa
LIBUAKICTb KITyOOUKOBOI (DiNbTpallii IOPiYHO 3HIKYETh-
cs1, i3 mporpecyBaHHsM Bix £2,93 no +6,8 mn/x8/1,73 m?
y yosioBikiB Ta Bix £1,02 no £2,1 mi/x8/1,73 mM? y xi-
HoK. [IporHo3 ripuuii, siKio nNpoTeiHypist NepeBulllye
1 1/m06y (Schiffmann et al., 2009).

Cepue

VpaxenHst cepus Tparuisietbes y 40-60% narieH-
TiB i3 Xd (Akhtar, Elliott, 2018). Hakonuuenns GL3
Yy MiOIIMTax, eHAOTediaTbHUX KJIITMHAX CYIMH i KJa-
naHHux (idpobracrax 3ymonnioe BuHUKHeHHs [JILL
Ta MOIabLIOI cepLeBOi HepocTaTHOCTI. Enekrpokap-
niorpadist (EKI') HeoOXxinHa a5t BUSIBICHHS apUTMild,
a TAKOX JUJIsl MOYATKOBOI iarHOCTUKU i MOAaIbUIOTO
crioctepexkeHHs 3a [JIL. MoXJIUBUMU € KOPOTKUM
iHnrepBan PQ, cuHycoBa OpaauKapist i mopylieHHs
aTpioBeHTPUKYJIsipHOI nipoBinHocTi (Perry et al., 2019).

J1151 BUKJTIOUEHHST apUTMilil BUIIIOTO CTYIEHS PeKOo-
meHmoBanmii TpuBanuii EKI'-MoniTopunr (Weidemann
et al., 2016). Exokapaiorpadist (Exo-KT') i maruiTHO-
pe3onaHcHa Tomorpadis (MPT) ctaloTh Bce Baxiu-
BilIMMM 1J1s1 BUSIBJIEHHSI KOHKpeTHOI o3Haku [JILLI
(Hagege et al., 2019). 3okpema, mia yac COCTEPEKEHHS
sIK GioMapKep Moxe OyTU KOPUCHUM BUCOKOUYTIUBUIL
tporoHiH T (Seydelmann et al., 2016).

HepBoBa cuctema

Haxonuuennst GL3 y HepBOBMX KJIiITMHAX BUKJIUKAE
JIOCUTh TUIOBY HelipormnaTiio ApiOHUX BosoKoH. [To-
IIMPEHUMH O3HaKaMM € aKkpoTmapecTe3is 10JOHb PyK
i ctom (Biegstraaten et al., 2012). Cepen npuunH MOX-
JIMBUX 0OJILOBUX KPU3 — CTPEC, JUXOMAHKa Ta iHIIi
daktopu (Schuller et al., 2016). Hakonuvyenus GL3
Yy CYAUHHIN MepexXi roJJOBHOI0 MO3KYy BUKJIMKA€E Bac-
KyJomnarii Ta quiataliiiHy aprepionarito. 3a3HadyeHi
epeOpOBaCKYJISIpHI YCKIaTHEHHSI iHKOJIU TTPOSIBIIS -
I0TbCSI Y BUTJISII TPAH3UTOPHUX ilIeMiYHUX aTak abo
iHcynpTiB (Moore et al., 2001).

3akiHyeHHs Ha HacT. cTop. N\
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Moyarok Ha nonepeaHiH crop.\

OcHoBHe HakonuueHHs GL3 Moxe OyTu BUsiBIIe-
He K ypaXXeHHS$ 0iJIo1 pe4OBUHHU Y MOCIIiTOBHOCTSX
MPT 3 ocnabiaeHuM Ii0inoM BiZHOBIEHHS iHBepCil
(FLAIR). Oxpim Toro, MPT TakoX BUKOPHUCTOBYIOTh
IUTS Bisyanizamii iHIIMX 03HaK, XapaKTepHMX IUJIsS Tma-
ieHTiB i3 XP, Takux sIK CyIMHHI aHOMaJii abo cu-
METPUYHO BUCOKMI CUTHAJ y Tajiamyci (myJabBiHapHa
o3Haka) (Altarescu et al., 2001).

AOP-opranHun

HakonuueHHs rikochiHroiniaiB BUKJIMKAE MPsi-
M€ MOUIKOJXEHHSI CYIMHHOI CMYXKU i TaHIJII03HUX
KJIITMH, a TaKOX CyIMHHOI Mepexi Byxa. Bectubyno-
KOXJIGApHUU pO3JIaJ MOXe MPU3BECTU 10 3aTIaMOPO-
YeHHs, IYMY y ByXaxX i panToBoi riyxoTu abo BTpaTu
CJIyXy y BHYTPIiIIHBOMY BYCi, 1110 3yMOBIIIOE TIPOOJIEMU
i3 BiTUYTTSIM 3BYKY Ta TIOPYLIEHHS Y BUCOKOYACTOTHOMY
niamaszoni (Keilmann et al., 2006). YpaxeHHsI paBiuka
4acTo MPU3BOJIUTH 10 MOPYLIEHHS HEPOCEHCOPHOTO
cJIyXy BHyTpilllHbOro Byxa (Sergi et al., 2010).

LLIAYHKOBO-KMLUKOBUI TPAKT

[MpuynHOIO MITYHKOBO-KUIIIKOBUX CUMIITOMIB, iMO-
BipHO, € HakonuueHHs GL3 B aBTOHOMHUX TraHT-
JISIX KMIIeYHUKA | OPMKOBUX KPOBOHOCHUX CYyIMHAX
(Hoffmann et al., 2007). SIx Hacinok, 6ijab y XKMBOTI,
HyIOTa, OJIIOBaHHS Ta Aiapest MOXYTb BUHUKATHU BXe
y AMTUHCTBI. Ban3bko TpeTnHu nauieHTiB i3 XD onu-
CYIOTb CKapru 3 00Ky IIIYHKOBO-KUIIKOBOTO TPAKTY
(Pensabene et al., 2016).

JliarHo3 cTaBJISITh Ha MiJACTaBi CUMIITOMIB XBOPOTO.
OOHUM i3 MeTONiB AJIsl MPOSICHEHHS 3HAYEHHS TaKUX
ckapr € onutyBajibHUK Rome 111, sikuit npoiios Ba-
Jipaniro mis audepeHIiialbHOT JiarHOCTUKH QYHKITIO-
HaJIbHUX IITYHKOBO-KUIIKOBUX PO3JTaiB.

AereHi

V nereHsix raikochiHTOMiMiAN BiAKIaLal0ThCs Y THEB-
MOIIMTaX, CJIM30BUX KEJIUXOMOAIOHUX KIIITUHAX, Biil-
yacToMy eriTesii OpoHXiB, KJIiTUHAX [J1aleHbKUX M SI3iB
OPOHXIB Ta JIETEHEBUX CYyJAMHAX, 1110 TIPU3BOIUTD 10 3BY-
KeHHs1 OpoHxianbHOI cuctemu (Faverio et al., 2019).

Pesynbratu pyHKIIOHAILHOTO TECTY JIET€Hb i3 BUMIpIO-
BaHHSIM 06’ €My (DOPCOBAHOTO BUAMXY 3a TIEPIITY CEKYHIY
Ta GOpCcoBaHOI KUTTEBOI EMHOCTI JIereHb Y pa3i mporpe-
CyBaHHSI 3aXBOPIOBaHHS moripuryioTscs. Lle oco6nmBo
HAIJISIHO Yy TALIiEHTIB Y0JIOBIUOi CTaTi, KypIliB, a TAKOX
3aJIeKUTh Bill HAsIBHOCTI ypaxxeHHs ceplist uepe3 XD
Ta Biky noyarky @3T (Franzen et al., 2018).

Cepesl CUMIITOMIB JIET€HEBOTO YpaskKeHHsI CJIiJl Bi3Ha-
YUTH TaKi, SIK:

® 3a/IMIIKA;

® CyXWIi KallleJib;

e OpoHXOCIa3M.

Ha nonatok, 11i cuMnToMu 3ycTpivaloThes Ha TJ1i ypa-
KeHHs cepus npu X®P, a oTxke, € HecrenuGivHUMU
(Svensson et al., 2015). [ToumpeHicTh 0GCTPYKTUBHOTO 3a-
XBOPIOBAHHSI JiereHb y XBopux Ha XD BuIIa, HiX y 3arajb-
Hiit momyssiwii: 18 i 33% siamosinHo (Franzen et al., 2013).

Llkipa

[MowkomxeHHs!, cnipuunHeHe HakonuyeHHsiM GL3
y MepUCYIUHHUX MiOLIMTaX €HIOTEeJil0, MPU3BOIUTh
0 TIOPYLIEHHsI peryJsilii Ba30ToHycy nepudepud-
HUX KarmiJsipiB. AHTiOKepaTOMHU, SIKi MOXYTb 3’ SIBUTH -
csl BXe Y IUTUHCTBi, PO3BUBAIOTHCS ¥ 66% 4Y0JIOBIKiB
Ta 36% xiHok i3 XP (puc. 2) (Zampetti et al., 2012).

Oko

TToMyTHiHHS poriBKM € paHHIM cuMnTomom X®, 110
BiZIOMUI1 SIK BEPTULIWJIbO3HA poriBKa. Take MOMYTHiH-
HsI pOTiBKHU BiIpi3HSIE BiZICYTHICTb BIUIMBY Ha TOCTPOTY
30py. 3a3HayeHi 3MiHK HEOOXiTHO Au(ePEeHIIOBATH Bil
IHIIMX TIPUYUH BUXPOBOI KepaTonarii (3aCTOCYBaHHSI
aMmiogapoHy a6o xyopoxiHy) (Moiseev et al., 2018).

———
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Begenns nauienmis

MyIbTUANCUMTUTIHAPHUI MiIXia — HeoOXimHa yMoBa
17151 3a0€3MeYeHHs ONTUMAIBHOTO TOTJISLY 32 Malli€eH-
Tamu i3 XD.

3MeHILIEHH S TPMBAJIOCTi XXUTTS BU3HAYAETHCS CTY-
MeHeM YpakKeHHsI HUPOK, Ceplisl Ta LIeHTPabHOI Hep-
BoBOi cuctemu (Wanner et al., 2018). SkicTb XuUTTS
XBOPUX TAKOX CEPIlO3HO MOTipIYETHCS Yepe3 MoJi-
HelpornaTii IpiOHUX BOJIOKOH i MOPYILIEHHS CIYXY.
Tomy peryyisipHi KOHTPOJIbHI OIJISIAM MalOTh BEJIMKeE
MPOrHOCTUYHE 3HaueHHs1. HaBiTh y IMTUHCTBI AKiCTh
KUTTS MOXE 3HMXKYBATUCS Yepe3 XPOHIUHUM Oisib
(Ramaswami et al., 2006). TakuM 9YMHOM, 0GOB’SI3KO-
BHUM € PETyJsIpHE OLIiHIOBaHHS 3a JOTIOMOT0I0 OTH-
TyBaJbHUKIB siKoCTi kuTTsA (SF-36), 6Gosmio (BPI),
nenpecii (WHOS, MDI10).

Y TabauLi HaBeleHi peKOMEHI0BaHi TePMiHU MOHi-
TOPUHTY OPTraHiB Ta CUCTEM.

Hupku

[MapameTpu GyHKILT HUPOK CJIil BU3HAYATH KOXHi
micTh MicsiiiB. 1o MapkepiB (hyHKIIIT HUPOK HaJleXaTh
KpeaTHHiH, Ha paHHiX cTafifax — uuctatuH C, cevoBU-
Ha, aJTbOyMiHYpisi/TIPOTeIHYpisi. ANBOYMiHYpilO Ta IPO-
TeiHypilo CJ1ia BUMipIOBaTH 32 paHKOBOIO TPOOOIO cevi,
ajie TAKOX MOXHa BU3HAUUTH 3a 24-TOAMHHUM 300pOM
ceui. PiBeHb BiTamiHy D olLiHIOI0TH y 3UMOBi Micsi.
[Mpu nepBuHHOMY OIJIsIAI HEOOXiHO MpoBECTU X04a O
OIIMH Pa3 yJIbTPa3BYKOBE MOCIiIKEHHSI.

BHacizox noripiieHHs CTaHy HUPOK i3 4acoM po3-
BUBAETHCY apTepiaibHa rinepreHsisa. Tomy pekoMeH-
JIoOBaHEe BUMIipIOBaHHS apTepialbHOTO TUCKY MPOTATOM
poky (Branton et al., 2002).

Cepue

EKT ta Exo-KI cnin BUKOHYBaTH LIOPiYHO 15
ouinku aputmiii i [JIII. Takox peKoOMeHI0BaHe Mpo-
BeJleHHsI 48-TOIMHHOTrO roJITePiBCbKOTO MOHITOPYBaH-
HSI IOPOKY JUJISI BUSIBJICHHSI MUTOTJIIMBUX apUTMild.
MPT cepus i3 BUKOPUCTAHHSIM ralofliHilo 31iliCHIO-
I0Th Y pa3i Milo3pu Ha MporpecyBaHHs XBopoodu abo
3 iHTepBaJiaMu OiJIbII HixX aBa poku (Ortiz et al., 2018).

HepBoBa cucrtema
Hacammnepen HeoOxigHO BUKOHATH IOMJepiBcbKe,/
NYTJIEKCHE YJIbTPa3BYyKOBE AOCIiIKEHHSI IJIsl OLiHKHU

Tabnuus. Yactotra MOHITOPUHTY
opraHiB Ta cuctem npu X®

OpraH / cuctema opraHis MosnitopuHr

Cepueso-cyauHHa cuctema Wopiuno

Hupku KoxHi é micauis

LlenTpansbHa HepBoBa cucTeMa KoxHi 3 poku

Mepudepuyta HepsoBa cuctema LLlopiuHo

JIOP-oprauu 3a notpebu

SKkwo cumnTomm
NepCUCTYIoTh
abo noripwytotses

LUnyHkoBo-KHwWKOBMIM TPAKT

NuxanbHa cuctema KoxHi 2 poku

* Jlikapcskuii 3aci6 P
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MOTOBILIEHH S iHTUMAa-Me/lia Ta HasIBHOCTI eKTa3iil 6a-
3usisipHoi aprepii. MPT rosoBHOro Mo3Ky npoBoOAsITh
MpUOJIU3HO KOXHI TPU POKU Y pa3i ypaxkeHHS LeH-
TpaJbHOI HEPBOBOI CUCTEMU ab0 iHCYNbTY. OCKiTbKYU
6ararto mauieHTiB i3 XD ckapxkaTbcs Ha 6iJib, aHKETY-
BaHHS IJ151 BUSHAYEHH s 00JI10, eTipecii Ta 3arajabHOIL
SIKOCTi KMTTS CJIiJI TPOBOAUTH IIOPiYHO.

LLIAYHKOBO-KMLLKOBMIA TPaKT

CoHorpadilo yepeBHOT MOPOXHUHU MOTPiIOHO BU-
KOHYBAaTU Y PYTUHHOMY MOPSIAKY MPU MEPBUHHOMY
3BEpHEHHI Ta mig yac obcTexeHHs. [acTpockomiio
i KOJIOHOCKOIIit0 3 6iorcielo MpoBoAsiTh TiJILKU Y pasi
HE3PO3YMIJIUX CUMIITOMIB 200 BifIMOBITHO 10 PEKOMEH-
nmawiit st 3aranbHol momyssiuii (Eng et al., 2006).

AereHi

SIKio HeMae iHIIMX MPUYUH, TAKKUX SIK acTMa, Ky-
piHHSI Ta ypaxeHHs cepiist BHacainok X®P, mokasaHi
BMU3HaYeHHs QyHKLIi JereHiB i peHtreHorpama (Faverio
et al., 2019). Hakonuuenust GL3 y kJtiTuHax riageHb-
KUX M’s13iB OpPOHXiB, apTepioJl Ta €eHAOTEJi10 3yMOBJIIOE
pi3Hi MojanbHOCTI Bizyanizauii (Wang et al., 2008).

AOP-oprauun

IIpu nepBUHHOMY OIJISIII PEKOMEHIOBAaHO BUKOHATH
JIOP-o6cTekeHHs 3 1iarHOCTUKOIO ¢yxy (i, MOXIIH-
BO, BU3HAUYEHHS HASIBHOCTI «[3BOHY y ByXax»), a TAKOX
OLiHKY BecTuOyIsipHOTO anapary (Ortiz et al., 2018).
Hapani ciin peryasipHo mpoBOAUTH 3ByKOBY MOPOTOBY
aynioMmeTpilo Ta, 3a MOTpeOH, AiaTHOCTUKY LIYMY Y ByXax
i 00CcTexXeHHSs BeCTUOYJISIPHOTO anapary.

Tepania

o 2001 p. XD moxHa OyJI0 JiKyBaTH TUTbKU CUMII-
TOMaTUYHO, aje i3 po3BuTkoM P3T crana TOCTYITHOIO
naroreHeTnyHa Tepartis (Lenders, Brand, 2018).

Ha dapmalieBTMMHOMY PUHKY HasiBHi IBa peKOMOi-
HaHTHI pepmenTHi 3acobu ®3T — arancumasa anbha
Ta arajicunasa oera (Padopa3zum®*). Bonu € imeHTHY-
HUMH 32 CBOEIO aMiHOKHMCJIOTHOIO MOCJiIOBHICTIO, TPU
LbOMY arajicujasa 6era Mae Gijbllle MAaHO3HUX IPYII,
a 0TXX€ — BHUIILLY CITOPiIHEHICTb 10 PEeLEeNTOPiB, 1O M0~
3Havya€eThcsl Ha epeKTUBHOCTI npernapaty (Weidemann
et al., 2014; Arends et al., 2018).

®3T npusHaYa€ThCS MTOXUTTEBO. Arajicunasy ajibba
Npu3HavaTh y 103i 0,2 MIr/Kr Baru Tiia, arajicunasy
6eta — 1,0 Mr/Kr Baru Tijla OMH pa3 Ha IBa TUXKHI Y BUT-
JIsi BHYTpillHboBeHHOI iHDY3ii (Ortiz et al., 2018).

Hosuii mpenapar, neryHiraicunasa aabda (meri-
JIbOBaHa IMMepi3oBaHa Bepcis arajicunasu anbda),
Mae 80-KpaTHe 30iIbLIEHHS Mepiofy HalliBBUBEIEHHS
Ta MOXE 3yMOBJIIOBAaTH YTBOPEHHSI HEBEJIMKOI KiJIbKOCTI
antutia (Schiffmann et al., 2019).

Kpim Toro, 3 2016 p. 1oCTyITHa IIarepoH-Teparis
rnepopajbHuM iHriGiTopoM a-GLA mirajgacraToMm.
11 MoXHa BUKOPUCTOBYBATH JM1lIE TIPU TIEBHUX MYTa-
wistx, ki Bukaukaiots X® (Feriozzi, Hughes, 2021).
Cy6cTpaT-peayKiliiiHa Ta reHHa Teparisi Ha JaHuii yac
€ MpeaAMeTOM 6araTboxX DOCIiAXeHb.

BucHosku

1. X® — X-3yeruieHa Ji3ocOMHa XBOPOOa HAKOMTUYECH-
Hsl, 10 MOXE TIPU3BOAUTH J0 MHOXWHHOTO YpakKeHHS
OpraHiB Ta CUCTEM.

2. Panns mpiarHoctuka X® € niepeiyMoBOIO 3HMKEHHS
3aXBOPIOBAHOCTI Ta CMEPTHOCTI CEPEll XBOPHX.

3. [Mauienty i3 [V, pi3HuMu BUIaMu apuTMiii Ta 10-
NAaTKOBUMU KIIHIYHUMU «HECEPLEBUMM» MPOSBAMHU,
0CcO0JIMBO Y MOJIOIOMY Billi, MOTPeOYIOTh MPOBEACHHS
CKPUHIHTY Ha JaHe PifKiCHe 3aXBOPIOBAHHSI.

4. TlauieHTH 3i BCTaHOBACHUM AiarHo3oM X® MaioTh
MPOXOAUTH PETYJISIPHI OJISIAM NIOAO CTaHY CeplieBO-
CYAWHHOI, IUXaJIbHOI, HEPBOBOI CUCTEM, LIJIYHKOBO-
KUIIKOBOro-TpakTy, JIOP-opraHis, HUpOK TOLIO.

5. ®ad6pa3um® € ONTUMATBHUM MPETIAPaTOM JIJIsl 32CTO-
CyBaHH{ y nanieHTiB i3 XP.

Miarotysana Onekcanapa Aemeubka




