I ornApoBA CTATTA
YAK: 616.36-007.61-008.6-018.2:612.352]-056.7 DOI: 10.32902/2663-0338-9-2026-2-17-24

Mykononicaxapuao3u: KniHiKo-enigemionoriyHa
XapakTepucTMKa, KapaianbHi nposiBum,
cyvacHi Bexropu sBepudikauii Ta repanii
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PE3KOME. VY cTatTi npoBeAeHO KOMMIEKCHMI aHani3 Cy4acHoi HAayKoBOi NiTepaTypu wono Mykononicaxapunosis (MIC) -
reTeporeHHoi rpynu piakicHUX CNagKoBMX NiI30COMHUX XBOPO6 HaKOMMYEHHS. BUCBITNEHO akTyanbHi AaHi enifgemionoriyHmx
[OCNifXeHb, MPeCTaBNEHO CyYaCHi MOrNSAM Ha eTionaToreHes i KNiHiYHui noniMopdisam pisHux Tunis MIC.

OcobnuBy yBary NnpuaineHo cuctemMaTtusallii 3arasbHuUX KNiHIYHUX MapKepiB, WO [AE NiKapto-NPaKTMKy 3MOry BYaCHO 3anifos-
pWTU NATONOTIt0 Ta NPOBECTU AUdEPEHLiIMHY AiarHOCTUKY 3 NOAIOHMMM CTaHaMW. [leTanbHO NPOaHani3oBaHoO iHTerpanbHi 383Ku
Mix TMnamu MMC i cneundiyHMMM ypaxeHHSIMM CepLIEBO-CYAMHHOI cucTeMn. CUCTEMATM30BAHO HAWMOLWMPEHILLi KapAianbHi
nposiBuW: HabyTi BaAM KNanaHHOro anapaty (HeAOCTaTHICTb | CTEHO3 MITPaNbHOIO 1 a0PTaNbHOO KNanaHiB), MOPYLIEHHS pUTMY
Ta NPOBIiLHOCTI, KAapAioMionaTii, a TAKOX PO3BUTOK NMPOrpeCcUBHOI CepLIEBOI HELOCTAaTHOCTI.

Bu3HaueHO anroputM cyvacHoi N1abopaTopHO-iHCTPYMEHTaNbHOI AiarHOCTUKM, WO IPYHTYETbCA HA MOEAHAHHI MeToAiB Bidyani-
3auii 1 060B3KOBIV BepudikaLii AiarHo3y WnaxoM GepMeHTaTUBHOIO Ta MONEKYNSPHO-TEHETUYHOIO TeCTYBaHHS. Po3rnaHyTo
€BOJOLit0 TepaneBTUYHMX cTpaTeriit MIC, 3o0kpemMa epeKTUBHICTb eH3MMO3aMiCHOI Tepanii, TpaHCNAaHTaLii reMonoeTUYHUX
CTOBOYPOBMX KNITUH | NEPCNEKTUBHI HAMPSAMU FEeHHOT iHXeHepil.

K/TIOY0BI CJTIOBA: mykononicaxapuaos, MIMC, ni30COMHI XBOpoby HaKOMUUYEHHS, MiKo3aMiHOMiKaHKW, BaM cepus, KapaioMionaris,
rineptpodis WAYHOUKiB, PepMeHTaTUBHA AiarHOCTUKA, EH3UMOTepanis.
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ABSTRACT. This article presents a comprehensive analysis of the current scientific literature on mucopolysaccharidoses
(MPS) - a heterogeneous group of rare inherited lysosomal storage disorders. It highlights current data from epidemiological
studies and presents modern views on the etiopathogenesis and clinical polymorphism of various types of MPS.

Particular attention is paid to the systematization of general clinical markers, which allows the practicing physician to suspect
the pathology in a timely manner and perform differential diagnosis with similar conditions. The integral links between types
of MPS and specific lesions of the cardiovascular system are analyzed in detail. The authors have systematized the most
common cardiac manifestations: acquired valvular defects (mitral and aortic valve insufficiency and stenosis), arrhythmias
and conduction disturbances, cardiomyopathies, as well as the development of progressive heart failure.

An algorithm for modern laboratory and instrumental diagnostics has been established, based on a combination of imaging
methods and mandatory verification of the diagnosis through enzymatic and molecular-genetic testing. The evolution of
therapeutic strategies for MPS is reviewed, including the efficacy of enzyme replacement therapy, hematopoietic stem cell
transplantation, and promising directions in gene engineering.
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I ornApoBA CTATTA

Beryn

[o rpynu mykononicaxapunosis (MINC) BxoasaTb piaKicHi
CNaaKoBi N1i30COMHI XBOPO6U HakonmyeHHs. OCHOBHOM Npuyimn-
HOM iX BUHMKHEHHS € fediumuT GepMeHTIB, WO pO3LWEeNITb
rNiKO3aMiHOTNiKaHW, HAKOMUYEHHS KOTPUX Y KNITUHAX Npu-
3BOAMTb A0 iXHbOI AUMCPYHKLIT Ta MOAANbLIOI iHiLiauii naTo-
NOTiYHMX NpOLECiB B OpPraHax i cucteMax. 3a XxapakTepom
depmeHTaTUBHOrO AedekTy BUAiNatoTb 7 TMnig MIC, yci BOHK
MatkoTb 419 NALIEHTA HECMPUATIMBUIA NPOTrHO3.

30BHILLHIM BUINSL HOBOHAPOAXKEHOI AUTUHM HE MaE Xa-
paKTEPHUX KNiHIYHMX 03HaK XBOPOOMW. [NepLli KNiHiYHi 03HaKK
NPpOSBASIOTLCS i3 YACOM Y Pi3HiI NPOMIXKKM AUTAYOrO UM Mia-
NITKOBOTO BiKY. 30KpeMa, npu cuHapomi lypnep maHidectauis
XBOpOOM cnocTepiraeTbes Ha 1-My poui XuTTS, cuHapoMi Lee -
nicng 5-piyHoro Biky, cuHapomi CaHdininno -y Biui 2-6 pokis.

KniniyHa cumnToMaTmka koxkHoro 3 Tunis MIMNC Mae nesHi
XapaKTepHi BigMiHHOCTI. OoHaK € 3aranbHi KNiHIYHIi cMMnTOMM,
AKi Bnactmei pisHum tunam MMC, a came: HenponopuiiHo
Manuii 3picT, rpybi pucu o0b6nunyus (HaBucatoumii 106, BeNUKMiA
A3UK, rinepTenopusM, BUKpUBNEHHS 3y6iB, AedopMaLis ByX),
BMPaXeHW# Kiho3 rpyLHOro Ta NonepekoBoro Biaainis xpebra,
KOHTpakTypa cyrnobis, renatocnieHoMeranis, KUnm, 3HUKeHHS
iHTENneKTy, AMdY3Ha M930Ba riNOTOHIs TOLWLO. MopyLueHHSs 3 6OKyY
CcepLeBO-CyAMHHOI CMCTEMM BMHMKAIOTb 3a BCix TMNiB MIIC,
ane BUpaxeHiwWi BuaBnstoTb y nauienTis I, 11,1V ta VI Tunis. Hai-
yacTile AiarHOCTYOTb KNanaHHi Bagu cepus 1 kapaiomionarito.
BinbWwicTb NaLieHTIB 4OXMBAKTL A0 NiANITKOBOrO Ta AOPOC-
NOro BiKY 3aBASKM Cy4aCHUM MeToAaM NiKyBaHHS. MNowmpeHoto
MPUUYMHOIO NETaNbHUX HACNIAKIB € AEKOMMNEeHCOBaHa cepLeBa
HepocTaTHicTb [1, 2].

LiarHoctuka MIC FpyHTYETbCS Ha pe3ynbTaTax AoChif-
KEHHS — KNiHIYHOro, reHeanoriyHoro, 6ioxiMiyHoro, peHT-
reH-yHKLIiOHaNbHOro Ta MONeKynsapHo-reHeTUyHoro. J1abo-
paTopHa fiarHocTka nepenbayvae BU3HAYEHHS PiBHIB Miko-
3aMiHOMIKaHIB y ceyi, cneundivyHmnx GepmeHTiB, akTUBHOCTI
nizocoManbHux rigponas. CyyacHMMM 3arasbHOBU3HAHUMMU
mMeTonamu NnikyBaHHs MIC BUCTYNatoTb: eH3uMoTepania (napo-
Hipasa, inypcynbdasa, enocynbdasa anbda, rancynbdasa, Bect-
poHifasa anbda), TpaHCMaHTaLig reMonoeTMYHUX cToBbypo-
Bux KnitnH (TTCK), XipypriyHe BTpy4aHHs Ta reHHa Tepanis [2].

Marepianu Ta meToau

Lle nocnifxeHHs € KOMNNEKCHUM OrNg40M HayKoBOi Ji-
TepaTypu 3 0CO6NMBUM GOKYCOM HA OCTaHHI POKW. AKLLEHT
3[iACHIOBABCA HA YaCTOTY CepLEeBO-CYAMHHMX NOpPYLUEHb 3a
pisHnx Tunis MIMC, ix aiarHocTuKy Ta nikyBaHHs. OnpauboBaHo
[bxepena BinbHoro goctyny PubMed, Google Scholar.

OcHOBHA YacTMHa

3riAHO 3 NpoBeAEHUMM enifeMioNnoriYHUMKU fOCHiAXKEH-
HAMMW 4acTOTa HapOMXKEeHHs AiTel 3 yciMa Tunamu MIC cTa-
HoBuna 1,53 Ha 100 000 HOBOHaAPOAXKEHMX, 3 AKMX HAMMO-
wupeHiwnm 6y MIMC Il Tuny (6amnsbko 55 %) [4]. B ornaai
Celik i cnisaBTopiB (2021) 6yno npoaHanizoBaHo 6AM3bKO
189 ny6nikauii i3 33 kpaiH i BCTAHOB/EHO, WO 4acToTa BU-
HUKHEHHS XBOpo6M B nonynsLii konuBaeTbca B Mexxax 1,0-4,8
Ha 100 000 HOBOHapOAXKEHUX | 3aNIE€XMUTb BifJ, €THOCY Ta MeToay
BUABNIEHHS (peecTpu, BioxXiMiyHa AiarHOCTMKA, CKPUHIHT).
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YpaxeHHs TKaHWH cepuq BiabyBaeTbca npu Beix Tnax MIC,
ane HaMBUPaXeHiLi CTPYKTYPHi 3MiHW BUSABNSAOTLCS B NaLLi€H-
TiB I, Il Ta VI TMniB. HakonuueHHsa came gepmataHcynbdaty (AC)
npu MIC | Tuny (cnekTp lypnep - LLee), MMNC Il Tuny (cMHopom
laHTepa) Ta MMC VI Tuny (cuHppom Mapoto - Jlami) nposis-
NAOTHCSA HAWBUPAKEHIWNMK ypaxkeHHAMM 3 BoKy cepua [3].
Ha npotuary iM, HeBMpa3Hi i Nerki ypaxeHHs cepuq cnocre-
piraloTbcs Npu TMNax 3 HakonuueHHaM renapaHcynbdarty (MC),
3okpema npu MIC I Tuny (cuHopom CaHdininno).

B itanificbkoMy pocnipgxeHHi (2022) BM3HauyeHoO,
wo y 85,7 % nauiexTis 3 MIMNCVInny, 68 % — 3 MMNCIl TunyTa 55 % -
3 MIC | tvny cnocTepiranucs HalMBUPaXKEHiLLI YpaXKeHHs CepLEeBOi
TKaHWHK, Toai K y pasi MIC IIl Ta IV TmniB ypaxeHHs cepueBo-
CyAMHHOI cucteMn Byno HesHauHmm [1]. IHwi HaykoBi gocnia-
YKEHHS MiATBEPIXYIOTb, L0 HaWbiNblua YacToTa ypaxeHb cepus
Bia3Havaetbes npu MIC |, I Ta VI Tmnis, HaiMeHwa — npu MIMC
Il TMny. Y xogi cepii exokapLionoriyHnx LoCnigkeHb 3 BUKO-
PUCTaHHSAM METOLY CMeKN-TPEKiHry BUSBNEHO HaMBUPAXKEHILi
03Haku rinepTpodii NiBOro WAYHOYKA M YpaXKEHHS KlanaHis
cepus came B nauieHTiB 3 MIMC |, Il Ta VI TuniB, Toai K y nawieH-
TiB 3 MIC Il Ta IV TMNiB yCTaHOBNEHO MOPYLIEHHS CEPELHbOrO
YM nerkoro cTyneHiB TSXXKocTi [5]. Cepen obcTexeHux nawieH-
TiB HaMuacTiWwe AiarHOCTYBanM ypaXeHH KnanaHis cepus [3].

Y Xoai TpMBanoro AMHaAMIiYHOro cnocrepexeHHs 3a 60 na-
LieHTamMu 3 pisHumu Tvnammu MMC HannowmpeHiwmm 6yno
YPaXKeHHS KnanaHiB cepus: Ha eTani NepBUHHOI 4iarHOCTUKK —
y 53 %, nig Yac noganblioro cnoctepexkeHHs —y 83 % obcrexe-
HMX. MiTpanbHy HEAOCTATHICTb HA eTani NePBMHHOI AiarHOCTUKM
BMSBNEHO B 37 % MaLi€eHTiB, HA eTanax NporpecyBaHHs XBO-
pobu - B 60 %. YpaxxeHHs aopTanbHOrO KianaHa BiA3HAa4YeHo
B 13 % nauieHTiB Ha eTani fiarHOCTMKM Ta B 43 % - 3a Tpu-
BaNIOro crnoctepexeHHs xBopobu. OnmcaHo BMNagKkM NoeaHa-
HMX | KOMOIHOBaHMX Baf Cepus, @ TaKOX NOOAMHOKI BUNALKM
BpOMXEHMX Bag, cepus [1, 6]. Y mauieHTiB Monoaworo Biky
4acTo AiarHOCTYTb rinepTpodito WAYHOUKIB (KOHLEHTPUYHY
«ncesporineptpodito»), NpoTe cepueBa HeAOCTaTHICTb Tpan-
NFETLCS BiLHOCHO PIiZKO 1 3a3BMYal aCOLIKETLCS 3 TXKKUM
YPXKEHHAM KnanaHHWX CTPYKTYp cepus. ABTOpM BiA3HAYal0Tb
NOpYLUIEHHS CEpLLEBOrO PUTMY Ta NPOBIAHOCTI cepus, a Takox
NOOAMHOKI BUNAaZLKM BPOMKEHNX Baf cepus [1, 6].

YpaxeHHs cepLeBO-CyAMHHOI CUCTEMM € OOHIEK 3 NPUYMH
nepep4vacHoi cmepTi npu MIC. 3okpema, 3rigHO 3 AaHWMMU
aHanizy Rinz i cnisasTtopis (2024) cepepn 1317 Bunaakis cmepTi
HanuacTiwe cnocTepiranacs netanbHicTb y nauieHTis 3 MIMC |,
I, VI TMniB, a 6e3nocepenHboto ii NpuYMHOK Byna cepuesa 4m
cepueBo-nereHeBa HeLOCTATHICTb, TOAI gK Y nauieHTiB 3 MIMC
Il TMNY OCHOBHOK NPUYMHOI CMepTi ByNn HEBPONOTiYHi ae-
reHepauii, a 3 MIMC IV Tuny - pecnipatopHi ycknagHeHHs [7].

OTpvMaHi enigeMionorivyHi AaHi 338 OCTaHHI pokKW niaTeep-
[IXKYHOTb, WO NPaKTU4HO npu BCix Tunax MIMC cnocrtepiraeTbes
ypaXKeHHs CTPYKTYp cepus, npoTe ocob6nunBy yBary BapTo 3Bep-
TaTM Ha cuHapomu ypnep, laHTepa Ta Mapoto - JlaMi, npu aKkmx
Y NALiEHTIB PAaHHBOTO BiKY iCHYOTb BUCOKI PU3MKM MaHidecTauii
cepueBoi naTtonorii.

Knacudikauis MINC

Y HayKOBIW NniTepaTypi BMAiNAOTL 0cHOBHI Trnu MIC, cepep,
akux I, 11, 11, 1V, VI, VII, IX. CBO€to Yeproto, KOXXeH TUM MiCTUTb
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I ornApoBA CTATTA

BNACHI MiATMNM Ta KaTeropii, ki BU3HAYaOTbCA 3a1EXHO Bif,
fediunTy BignNoBigHOro GepmeHTy, cybCcTpaTy HaKOMMYEHHS
rNiKO3aMiHOMMiKaHIB i CNagKoBOro YMHHKUKA. Ha cborogHi ony-
6nikoBaHo AaHi wono piakicHux dopm (MMNC X, MMC-nntoc) [8].

MpuynHoto MMC | Tuny (cuuopom lypnep) € gediunt
o-L-inypoHinasu (reH IDUA), 9K CNPUUYMHSAE HAKOMMUUYEHHS
OC i IC. YcnaaKkoBY€ETbCS aBTOCOMHO-PELLECUBHO, MiCTUTb TSXKi
(Typnep) i cnabi (Lee) deHoTtunu [9].

MpuunHoto MMC Il Tuny (cuHopom laHTepa) € pediunt
inypoHaTt-2-cynbdatasu (re |4C), o 3yMOBIOE HaKOMUYEHHS
OC i TC. BiH € X-34yenneHnM peLecMBHMUM, NEPEBAXXHO Bpa-
»Ka€ 0cib yonogiyoi craTi. KiHk1 € 6€3CMMNTOMHUMM HOCiIMU,
XBOPIitOTb 32 HEPIBHOMIPHOI iHaKTMBaLii X-xpomocomu [3, 10].

MMC 1 Tuny (cuHopom CaHdininno) BKAKOYAE YOTUPU
bepMeHTaTMBHI NiATUNK, 9Ki CNPUYMHAOTL HakonuyeHHs TC.
Y KOXHOMY 3 HUX HasBHi fedekTHi depmeHTH: renapaH-N-
cynbdarasa (tvn I1A, ren SGSH), a-N-auetunrniokosamiHigasa
(1B, NAGLU), auetnn-KoA:o-rnoko3amiHigaza-aueTmMnTpaHc-
depasa (I11C, HGSNAT) Ta N-aueTtunrntokosaMiH-6-cynbdartasa
(111D, GNS). YcnapkyBaHHS aBTOCOMHO-peLiecMBHe. Hacamnepes,
YPAXKAETbCS LIEHTPaNbHA HEPBOBA CUCTEMA, BUSBNSAIOTHCS COMa-
TUYHI Ta cepueBi nopywexHs [11].

3a MMC IV tuny (cuHapom Mopkio, nigtunu A Ta B) oc-
HOBHOIO PEYOBMHOI HAKOMUYEHHSN BUCTYNAE KepaTaHcynbdar.
Y pasi nigTnny A cnocTepiraetbcsa aediumt N-auetunranak-
To3aMiH-6-cynbdartasu (reH GALNS), nigtuny B - gediumnt
B-ranakto3unpasu (rer GLB1). YcnapkyBaHHS 33 aBTOCOMHO-
peuecnBHuM TMNom [12].

OcHoBHo npuynHor MMC VI tuny (cuHapom Mapoto -
JNami) € pediumt apuncynedartasm B (ren ARSB), 3a gkoro Ha-
konunuyetbes [C. YcnaakoBYETCS aBTOCOMHO-peLecMBHO [13].

3a MMC VIl tuny (cunapom Cnad) BuMHMKae pedi-
UMT B-ratokypoHipasu (reH GUSB) 3 HakonuyeHnHam AOC,
I'C i xoHApoiTMHCYyNbdaTy. YCnaaKyBaHHS TakoX aBTOCOMHO-
peuecuBHe. Llelt TMn € piakicH1M, NauieHTM MatoTb KOMGIHOBaHI
YPaXXeHH$ opraHis, y TOMy uncni cepugs [14].

MIC IX Tuny (cuHapom HatoBmya) € HampiakicHiwow dop-
MOI0, ETIONOMYHUM YUHHMKOM BUCTYNaE MyTauis reHa HYALL,
Wo Koaye rianypoHifasy [1]. BHacnigok pediumnty rianypo-
Hifa3u BiAOYBAETbCSA HAKOMUUYEHHS FiaypoOHOBOT KMCIOTH.
XBopoba ycnaaKoBYETbCS 33 aBTOCOMHO-PELLECUBHUM TUMOM.
YpaxeHHs cepus € cynepeunvsum [15].

MMC X T1uny eTionoriyHo 3yMoBneHui GianenbHUMU
myTauismu B arylsulfatase K (ARSK). B opraHi3mi Hakonuuy-
totbcst 1C, I'C, XoHApOiTHH. [laHi WoAo ypakeHb cepus npw Lk
naTonorii NpakTM4HoO BiACyTHI [16].

MTC-nntoc - cMHAPOM, B eTionorii SKoro NnpoBigHa ponb
HanexuTtb MyTauii B reHi VPS33A, wo 6epe yyacTb y TpaHc-
nopTi eHA0COM, a He Ni30COManbHUX GepMeHTiB. Y nauieHTis
CNoCTepiraeTbcs NiABULLEHHS BUBEAEHHS MMiKO3aMiHOMIKaHIB
i3 ceyeto, a KNiHIYHI 03HaKK cxoxi Ha Taki MIMC [17].

Matodisionoris

B ocHoBi natoreHe3y MINC nexuTb HAKONMUYEHHS Y BaKyONsxX
Ni30COM rNiKO3aMiHOMIKaHIB, WO NPU3BOAUTL A0 KIITUHHOI
AMCOYHKLIT Ta NOPYLLIEHHS PYHKLIOHANIbHOT aKTUBHOCTI OpraHis
i cuctem [3]. Yepes pediumnt depMeHTY, SKMIA 3anycKae pos-
LenIeHHs MiK03aMiHOMiKaHiB, BifOYBaETbCA NMepEnOBHEHHS
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HUMU nizocoM. CBOEK Yeprot, NepeBaHTaXeHi Ni3ocoMu
36iNbLWYOTLCA B pO3MIpi, iXHi BaKyoni 311BalOTbCS Mixk coboto.
[pu rictonoriyHOMy fOCNiIAXEHHI CnocTepiraeTbca epext
«MIHUCTUX» BaKyONi30BaHUX KNiTUH. Hapani nopywyTbcs
aBTodaris Ta PyHKLiS MITOXOHAPIN, OCKiNbKM Yepe3 HEMOX-
NIMBICTb 3BMYAMHOIO 31UTTS Ni30COM 3 aBTOCOMaMM HaKoMu-
yyoTbCa AedeKkTHi opraHenu. YHacnigok Luboro BiabyBaeTbcs
iHiLiaUis OKCMAATMBHOrO CTpecy 3 HACTYMHOW AUCHYHKLIEW
€NeKTpOTPaHCMOPTHOIO NaHLOra, WO NpU3BOAUTbL A0 NPW-
FHiYEHHSI MexaHi3MiB eHepro3abesneyeHHs Miokapaa. Yepes
XPOHiYHE HAaKOMWYEHHS MMiKO3aMiHOMiKaHIB i BTOPUHHMX Cy6-
CTpaTiB NOPYLYETbCS PYHKLIIOHANbHA aKTUBHICTb eHAonia3ma-
TUYHOTO PETUKYNYMY i KoMnekcy [oNbaxi, ki BNAMBaTb Ha
CuHTe3 i MoaudikaLiito KonareHy, enacTHy Ta NpoTeOriKaHiB.
SK pe3ynbTaTt, akTUBYHOTbCS anonTo3 i GeHOoTMNoBe nepenpo-
rpamMyBaHH$ KNiTUH y akTUBOBaHi @ibpobnactu (un mMiodibpo-
6nacTu), aKi NpoAyKYTb NAaTONOTIUHMI MaTpHKC [21].

3a3BMYai rMiko3aMiHOMiKaHW BiOKNa4atoTbCa B KnanaHax
cepug (B rybyactomy wapi CTyn0K), eHAOKAPAi, iIHTUMaNbHOMY
Ta MefiaNbHOMY LWapax KOPOHapHUX apTepil i kapaioMioum-
Tax [1]. YHacnipok HakonMMYeHHs riko3aMiHornikaHiB Bigby-
BAOTbCS NOTOBLLEHHS Ta AedopMallis KnanaHiB cepus, Bakyo-
nisauia kapaioMiounTis, AMdy3HE NOTOBLLEHHS MiOIHTUMMU
B KOPOHapHuWx apTepisx [18]. 3a HaaMLWKy riko3aMiHOMiKaHIB
iHILIDETbCS aKTMBaLiga Npo3ananbHuX MeaiaTopis. parmMeHTH
['C MoxyTb ctumyntoBatu Toll-nopibHuii peuentop-4 (TLR4)
M iHILItOBATK XPOHIYHY 3ananbHy peakuito. BUBinbHEHHS npu
LbOMY LMTOKIHIB i aKTMBALLiS MaTpULEBUX MeTanonpoTeiHas
CNPUYMHSAOTb PEMOLENIOBAHHS TKaHWH, Gibpo3 i Kanbundika-
Lit0 CTPYKTYPHUX OAMHULb CepLs, WO NPOSBASETLCS AUCDYHK-
uieto knanaHis cepud [9, 19].

HaryacTiwe cnoctepiraloTbCa ypaxxeHHs MiTpanbHOTO
1 aopTanbHOro KNanaHiB, CTEHO3YBaHHA TPUCTYNKOBOTO Kna-
naHa Ta KflanaHa nereHesoi apTepii. Hanbinbwui cTyniHb
CTEHO3YBaHHS BiA3HavaeTbes npu MIC | 1a Il Tunis. I3 yacom
TpMBaNe HAaKOMUYEHHS TNiKO3aMiHOMNIKAHIB i GOopMyBaHHS
BTOPMHHOMO iBp03y CynpOoBOAXKYHOTHCS TIXKKMM KOMBIHOBAHMM
ypaXkeHHaM KnanaHis cepug [1]. Hacninkom Takoro Hakomnu-
YEHHS rNiKO3aMiHOMIKaHIB y KapaioMioumTax Ta iHTepCTmLi-
AnbHUX KNiTUHaX € rinepTpodis CTIHOK cepus, KOTPY Ha3MBaKTb
«cepLeBoto ncesaorinepTpodieto». BHaCNiLOK KOHLEHTPUYHOIO
NMOTOBLLLEHHS CTIHKM LUIYHOYKA 3i 3HWXKEHHSAM ii enacTUYHOCTI
PO3BMBAETLCS AiacTonivHa AnchyHKuig. [pu HaKoNUYeHHi rni-
KO3aMiHOMMiKaHIB y AiNgHLI NpOBiAHOT CMCTEMU cepLs pO3BU-
BalOTbCS apUTMii abo aTpioBeHTpuKynapHi 6nokaam cepua [20].

Jlokanizawis HaKOMMYEHHS TNiKO3aMiHOMiKaHy 3aNeXuTb
gig vny MMNC. 3okpema, C, akui Binknagaetsca npu MIC I, 1
Ta VI TMniB, BXOAMTb L0 CKNAAY CepLEBMX KNAMNaHIB i CyAnHHOI
CNONYYHOI TKaHWUHKU. TOMY Npu MOro HaKoMuYeHHi BinbyBa-
H0TbCS MOTOBLLEHHS Ta ANCHYHKLIS MITPaNnbHOro v aopTanb-
HOro Knanadis. BinknafaHHs rniko3aMiHOMiKaHiB MoOXAuBe
B a0pTi Ta KOpOHapHuUX apTepisx. [1pn LbOMY BiA3HAYaOTb
MOTOBLLEHHS MIOIHTUMM Ta 3BYXXEHHS KOPOHApPHUX apTepii
[9]- Mig yac aBTONCIi NALLIEHTIB 3 HENIKOBAHUM CUHAPOMOM
[ypnep KOHCTaTylTb CTEHO3YBaHHSA KOPOHAapHUX apTepin,
a B iHTUMI BUSABNSAOTb HAKOMUYEHHS Miko3aMiHorikaHiB. Bia-
KNaAaHHA rMiKO3aMiHOMIKaHIB B aOPTi CMPUYMHSE NMOTOBLLEHHS
Meaii Ta 3HMXKeHHS i enactuyHocTi. Mpu MIC Il Ta VI Tvnis
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Bif,3HAYAKTb PO3LWMPEHHS KOPEHS aopTu. Y rpyni NauieHTIB
i3 cuHaopomMom [aHTepa B 46 % obcTexkeHMX AiaMeTp KOpeHs
A0pTM NepeBULLYBAB HOPMabHWIA Liana3oH Ans po3Mipy Tina
(Z >2) [19]. Taka aopTonaTis MOXe CNPUYUHUTU BUHUKHEHHS
aopTaNbHOI perypriTauii yepes po3TArHeHHs Kineub i noTpe-
6yBaTU XipypriyHOro BTPyYaHHs.

OTXe, HAaKOMMYEHHS TNiKO3aMiHOMMiKaHiB y cepLeBo-
CYOMHHIN CUCTEMI NPOABASETLCS TAKOK TPIaLO: YPaXKEHHS
KNanaHiB cepus, KapaioMionaTis, NOTOBLLEHHS aOpPTM Ta KOPO-
HapHuMX apTepin. LLi npouecy po3noYnHaoTbCs 3 AUTAYOTO BiKy
7 i3 4acoM MporpecyoTb.

Kninika

YpaxeHHs cepus TIE YM iHLWOK MipOK CNOCTepiraeTbCs
npu BCix Tunax MMC. HalyacTiwe AiarHOCTYeTbCA Hepo-
CTATHiCTb ab0 CTEHO3 MITPaNbHOrO M aopTaNbHOrO KanaHis.
3rigHO 3 AAaHUMM HAYKOBUX LOCNIIKEHb MaMXKe KOXHWUIA Apy-
i nauieHT 3 MIMNC MaB ypaxKeHHS KnanaHis cepus, CTyniHb
BUPAKEHOCTI AIKMX MOCKITIOBABCS 3 NPOrpecyBaHHAM XBOPOOM.
HavyacTiwe BUABNAKOTL perypriTauito MiTpanbHOro Knanasa,
NPUYMHAMM SKOT € NOTOBLLEHHS Ta NOTipWeHHs KoonTaLii Moro
CTYNOK. I3 Yacom CTynkn HabyBaroTb BiNbLLOT XXOPCTKOCTi, pO3BU-
BAETLCA MigknanaHHui Qibpo3s, aknin GiHani3yeTbCsa CTEHO30M
MiTpanbHOro knanasa [1].

MpnbIU3HO B KOXHOIO MATOrO-LLOCTOrO MaLi€HTa AiarHoc-
TYETbCS HEAOCTATHICTb A0PTaNbHOro KnanaHa. MNpu TpuBanomy
nepe6iry MIMNC nuwe B 13 % pnopocmx i B 4 % pitert 6yno piar-
HOCTOBAHO CTEHO3 aopTasnbHOro knanaua [1, 20]. Y aurayomy
BiLLi YacTille BMABNSETLCA KNanaHHa perypritawis, Toai K y ao-
POCIMX HAMYaACTILe AiarHOCTYETbCS CTEHO3YBaHHS MITPabHOMO
M a0pTanbHOro KNanaHis. YpaXKeHHs TPUCTYNKOBOIO KanaHa Han-
yacTille NPoSIBNSETLCS MOro HeAOCTaTHICTIO. OnHaK BUPaXKeHWi
CTyNiHb perypritaLii TpUCTyNKOBOro KnanaHa BUSBNSETHCS HEYACTO
¥ nuLLe B NALEHTIB i3 TpMBaNMM i THKKMM nepebirom xsopobu [18].
BifoMi TakoX BMNAAKM OOHOYACHOMO YPaXKEeHHS AEKibKOX Kia-
naHis cepug. 3okpema, npu MIC I TNy Moxmee hopMyBaHHS
MIiTPanbHOi, a0PTaNbHOT UM TPUKYCMiAANbHOI HeaocTaTHocTi [1].
MIMC VI tuny (cuHapom Mapoto - Jlami) 4acto NposiBASETHCA MO-
€[HAHWMM YPAXEHHAM MITPaNbHOIO 1 aOpTaNbHOrO Knanais [22].

BapTo HaronocuTy, WO Ha NOYATKOBOMY eTani ypaXKeHHs
KnanaHHoro anapaTty ¢i3uyHa cMMNTOMAaTUKa MOXe He BifA-
pi3HATMCS Bif HOpMU. [pu nporpecyBaHHi XBOpobM B NawLieH-
TiB AMTAYOrO BiKy MEPLUOD ayCKYNbTaTUBHOK O3HAKOK MOXe
6yTH roNOCUCTONIYHUI WYM HAL BEPXiBKOK MPU MiTpanbHin
perypritauii abo paHHii AiacTONIYHMIA WYM NPU a0pTaNbHIl
perypriTauii. Y pasi nporpecyBaHHs XBOpobu po3BMBAETHCS
cepLeBa HefoCTaTHICTb. YacTo BUSBASETLCS NMOPYLLEHHS cepLie-
BOro putMmy [23].

CTyniHb BUpaXeHOCTi HEAOCTAaTHOCTI Ta CTEHO3Y KNanaHiB
cepus KOpenioe 3 BiKOM Naui€HTa. 30Kpema, Npu CUHAPOMI
laHTepa (MMC Il TMny) cTyniHb perypritauii Ta cTeHo3y 36inb-
LIYETHCS 3 KOKHUMM HACTYMHUMM AeCATbMA pokamu xutTs [19].
3a BiacyTtHocTi nikyBanHa MIIC I, [l TuniB y oitet dopMyeTbes
MOMipHa HeAOCTaTHICTb MITPasIbHOTO ¥ a0PTaNbHOMO KNanaHxis,
SIKa MOXKe CTPiIMKO MporpecyBaTi B NiaJiTKOBOMY BiLli.

Mpu Bcix TMnax MIC cnocTepiraeTbcs 36inblEHHS B poO3-
Mipi cepus. IHdinbTpaTMBHO-TinepTpodiyHa kapaiomionarTis,
KOTpa € KOHLEHTPUYHOIO, BidyanizaLifHO XapakTepu3yeTbCs
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MOTOBLLEHHAM CTIHKM LTYHOYKIB i 3BinbLUEHHSM KaMepu NiBOro
wnyHouka [19]. Mpu LboMy CTiHKM CepLs CTatoTb XXOPCTKiLLIMMMU,
PO3BMBAETLCS PaHHS AiacTonivyHa aucdyHKuig. HaiBupaeHiLwi
KNiHIYHI NPOSIBU BUHMKAIOTb Y pa3i HAaKOMUYEHHS B MioKapai
OC.Y autauoMmy BiLi KapaionaTia KNiHIYHO MOXe He MposiB-
NATUCSA HaBiTb 3@ YMOBM 3HAYHOTO MOTOBLLEHHS CTIHOK NiBOrO
LINYHOYKA — Lie TaK 3BaHWii Tuxuii nepebir xsopobu [18, 23].

Y nigniTkoBOMy UM LOPOCIOMY Billi HAMYaCTILLMMKM CKapramu
MOXYTb OYTW 33AMLLKA, LWBMAKA BTOM/OBAHICTb i 3HWXKEHHS TO-
NIEPAHTHOCTI A0 Bi3UYHMX HAaBAHTAXEHD. Y TaKMX MALLIEHTIB YacTo
BUSBNSIOTb AiacToONiYHy AUCPYHKLiH0 NiBOro wayHouka [20].

Mpu TpuBanomy nepebiry MINCy nauieHTiB Lopocnoro Biky
BiI3HAYalOTb BUPAXKeHY iHPINbTpaLito Miokapaa rnikosamiHo-
rNikaHaMu, WO KiHIYHO MPOSBASETHCSA 3a4AMWKOK B HIYHUA
yac, opTornHoe, nepudepuyHUMK Habpskamu, a Takox renaTo-
MeraniyHuM CMHAPOMOM i 3aCTiIMHUMU SBULLAMM B MaNoMy KOni
Kposoobiry [19, 20].

YpakeHHs1 NPOBiAHOI cUCTEMM CepLs NPOSIBASIETbCS CUHYCO-
BOH HBpafumKapmi€ro, HaALLTYHOUKOBUMM TaxXiKapAisMu, aTpioBeH-
TpUKynsapHuMu 6nokagamu I-11l crynens. Y uboMy BUNaaKy Moxe
BMHUKHYTKU noTpeba B iMnnaHTauii kapaioctumynstopa [18].

Mpy MIMC BUSBASIOTb HU3KY iHLWMX XapakKTePHUX KNiHIYHUX
CUMNTOMIB: 30i/bLLIEHHS B PO3MIipi A3MKa, 3BY)KEHHS MpPOXif-
HOCTi AMXANbHUX LWAAXIB, TPAaxeoMansauito, ki € OCHOBHUMM
npuYnHaAMK OBCTPYKTUBHOMO anHoe YBi CHi, @ TAKOX TiNOBeH-
TUNALIKO0 TA lereHeBy Ba3OKOHCTPMKLit0. BHacnigok pemo-
LeNtOBAHHA NereHeBMX CYAWH MiABULLYETbCS TUCK Y CUCTEMI
nereHeBoi apTepii. CBOEI Yeproto, NaTonoris niBux Bigainis
cepus (MiTpanbHa perypritauis, giactoniyHa aucdyHkuis ni-
BOrO LUTYHOYKA) NPM3BOAMTb JO BEHO3HOIO 3aCTO B JIEreHsX
i NiABULLEHHS TUCKY B CUCTEMI NlereHeBoi apTepii. YacTo B nawi-
€HTiB 3 MINC po3BMBaETLCS KOMBiIHOBaHA NOCT- i NpekaninspHa
nereHesa rineprensia [20, 23, 24]. KniHiuHo BOHa NposBAseTbCs
33AMLLKOI, CUHKOMANbHUMK CTaHaMK Ta 6onem y rpyasx.

Mpu aopTonaTii Big3Ha4Ya€eTbCs 36inbWeEHHS AiameTpy
Kinbus, CMHOTYBYNSpHOro 3€fHaHHA Ta CMHYCIB Banbcanbsu.
YHaCniLOK HAaKOMMUYEHHS MiKO3aMiHOMIKaHIB y Meaii aopTu
3MEHLUEHHS NPU LUbOMY eNaCTUYHOCTI BOMOKOH i NiABULLEHHS
YKOPCTKOCTI CTiHKM aOpTWM MOXHA pO3rnsfatv 3 no3uuii no-
pYLUEHHS enacToreHesy Ta BTOPMHHOI Aerpajauii enacTuHy.
AopTanbHa AunaTalis NoBinbHO Nporpecye i 3a3Bu4yan 3a-
KiHYYETbCS €KCLEHTPUYHOK aopTaNbHOK perypritauieto.
Ha uboMy eTani nauieHT BiANOBIAHMX CKapr MOXe He MaTu, Taka
naTonoris BUSBNAETbCA BUNaakoso [18, 19]. MocuneHHs Bupa-
YKEHOCTi a0pTanbHOi perypritauii KNiHiYHO NPOSBNSETLCS NO-
SBOK 33AMLUKM MPU HABAHTAXKEHHI, BiAUYYTTAM NynbCcaLii B ronosi
Ta Wui, cepuebuTTam i BTOMAIOBaHiCTIoO [23].

Ha piBHi KOpOHapHMX apTepir BU3HA4AOTLCS AUPY3Ha Mio-
iHTMManbHa rinepnnasia 1 BiAKNAAEeHHS MiKO3aMiHOMiKaHIB
Yy CTiHLi CYAMHM, WO CYNPOBOAXKYETLCS 3BYXKEHHSAM ii NPOCBITY.
Hacnipkamu € BUHMKHEHHS iHbapKTy Miokapaa Ta panToBa
CMepTb Yy AMTAYOMY BiLi, WO NiATBEPAXYBANNCSA NATaNoro-
QHATOMIYHO OK/II03i€E0 KOPOHAPHUX apTepil 3a BiACYTHOCTI
aTepOCKNIEepPOTUYHMX BnsiwoK [25].

HiarHocTuka

MepLli 03HaKM reHeTMYHO AeTePMiHOBAHMUX Ni30COMHUX
XBOPOO HAKOMUUYEHHS MOXYTb NPOSIBASTUCS B Pi3Hi MPOMIKKM
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AWTSYOr0 YM NiANiTKOBOrO BiKy. [LOCUTb piaKO MALLIEHTM [OXKM-
BatoTb A0 30-40 pokiB i TifibkM 32 yMOBM [0BpoOsiKiCHOrO ne-
pe6iry MIMC. BapTto namM'aTati, WO XapakTep KNiHiYHOI CMMNTO-
MaTWKM NEBHOK Mipoto 3anexuTb Bif, BignosigHoro Tuny MIMC.

MMig yac 3aranbHOro ornaay nauieHTa Aye BaXXIMBO 3Bep-
HYTWM 0CcoBNAMBY yBary Ha 3arasibHi CUMNTOMM, SKi CnocTepira-
10TbCS MpU pi3Hux TMnax MIC: rpy6i pucu 06anyus (HaBucato-
yuit nob, nedopmalis Byx, 36i/ibLLEHHS B PO3MIpi A3MKa, BUKPU-
B/IeHH$ 3y6iB), MTOMYTHIHHS POTiBOK, 3HUXXEHHS FOCTPOTH CIYXY,
fedopmMalis rpyaHoi KNiTKK, Kipo3 rpyaHOro Ta nonepekoBoro
BipAainis xpebra, KOHTpaKTypa cyrnobis, Kuan, renaTocnaeHo-
Meranis, Amdy3Ha MS30Ba MiMOTOHISN, 3HUKEHHS IHTENEKTY TOLLO.

MoTpiBHO 3ayBaXWTH, LLLO MALEHTM 3 NEPLUMMM HYOTUPMA TU-
namu MIMNC MakTb HANTSKYY KNiHIYHY CMMNTOMaTKKY. XBopoba
4acTo CYyNpPOBOLXKYETHCSA MOMIOPraHHICTIO Ta NONICUCTEMHICTHO.
Mpv LbOMY O NATONONYHOrO MPOLLECY 3a3BMYAM 3a/1y4arOTbCS
LeHTpanbHa W nepudepuyHa HEPBOBI CMCTEMU, OMOPHO-
pyXOBMI anaparT, CepueBo-CyANHHA, AMXaNbHA Ta TPaBHa
cucTemu.

I3 npakTMYHOro Nornsay BKpan Bax/IMBO Ha MiAcTaBi Bif-
NOBIAHUX KNiHIYHMX CMMMNTOMIB y4yacHo 3anifo3putu MIMC.
BapTto namMataTy, Wwo KoxHuii 3 Tunie MIMC Mae cBOi XxapakTepHi
KNiHIYHI 03HaKw, gKi NoTpibHO BpaxoByBaTH Npu BepudikaLii
BiANOBIAHOIO CUHAPOMY.

3okpema, npu MIC | Tuny (cuHapom lypnep) cnoctepira-
€TbCS pPaHHA MaHidecTauis xBopobu. Mepui KNiHiYHI 03HaKK
39BNAOTLCA HA 1-My poui XUTTS, @ B AeIKUX BUNAAKAX — YXKe
Bifl HApOKEHHS. XBOpoba XapaKTepu3yeTbCst OrpybiHHAM puc
0611448, NOPYLIEHHAM KOTHITUBHOTO PO3BUTKY, HU3bKMM 3pO-
CTOM, renaTocnaeHoOMerani€t, MOMyTHIHHAM pPOriBOK, KU1aMH,
Kio30M nonepekoBoro Biafiny xpebra, ckyTicTio cyrnobis,
XPOHIYHMMUM OTUTaMM. |3 MporpecyBaHHAM XBOpObU crnocTepira-
€TbCA 3aNy4YeHHSN [0 NATONOrYHOro NPoLecy BHYTPILLHIX opra-
HiB, 30KpeMa cepLeBO-CyANHHOI CUCTEMU. YacTo AiarHOCTYOTb
HeAO0CTaTHICTb | CTEHO3 MITPaNbHOro M a0PTasbHOro KNanaHis.
Mpu aHaTOMIYHIN ceKuii BUABNSAIOTb OK/H03il0 KOPOHAPHUX
apTepin yHacnigok iHdinbTpauii rnikosamiHornikaHis. Mawi-
€HTn 3 MMNC | TNy B nepeBaxHil BiNbLIOCTI He [OXMBAOTb [0
3pinoro BiKy Yepes nporpecyBaHHs cepueBoi abo AuMxanbHOi
Hef0CTaTHOCTI.

Cunapom lypnep - LLee xapakTepu3yeTbCcs TaKUMU CUMM-
TOMaMM, 9K AMU30CTO3, OrpybiHHA pUC 06IMYYS, SHUXKEHHS
rOCTPOTU CAYXY, MOMYTHIHHS POriBOK i YpaXKeHHs KnanaHis
cepus. OfHaK nopyLeHHs po3yMoBOi QyHKLii He cnocTepi-
ra€TbCs. 3a3HayeHi KNiHiYHi CUMNTOMM 3a3BMYall 39BNAIOTHCS
y Bili 3-8 pokiB. TpuBanicTb XuUTTA 34e0inbWworo cTaHoBUTb
20-30 pokiB.

Cepep, HalxapaKkTepHiWMX KNiHIYHMX O3HAK CUHAPOMY
Lee, sKMi1 NPOSIBNAETLCA NEPEBAXHO NicAS 5-piyHOro BiKy, —
HerHyu4KkicTb cyrno6is, MOMYTHiHHS POTiBOK, renatocnieHoMe-
ranis, Bagu knanaHis cepus. MNauieHT 3a3BuYal LOXMBAKOTb
[l0 3pinoro BiKy.

Mpu MMC Il Tvny (cHpopom laHTepa) xBopoba Moxe MaTu
K CNPUSTNUBUIA, TaK | HECNPUATAUBUI Nepebir. Y nepiomy
BMMAAKY BUSABNAIOTb MiHIMaNnbHi MopylweHHs 3 60Ky onop-
HO-pyXOBOro anapary Ta LLeHTpanbHOi HepBOBOI cucTeMu. Yacto
nauieHTH foxwmBaTb Ao 30-50 pokis. Y apyromy Bunagky
YaCTUMM KNIHIYHUMU CUMNTOMaMU € AUCHYHKLiA BEPXHIX
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[MXanbHUX LUNSXIB, aMHOeE YBi CHi, CKYTiCTb Cyrnobis, Aucnnasis

Tasa, renaTocnieHoMeranis, aTpodis 30poBOro HepBa, cepLieBa

NaTonoris, NirMeHTHI peTMHONATIi, 3HUXKEHHS FOCTPOTU CITYXY.

3a3BMyalt NauieHTM NOMMPaIOTb Y MiANITKOBOMY Bili yepes

HW3KY CepLeBO-CYAMHHUX YCKNAAHEHb.

Mepwi xapaktepHi kniHiyHi o3Haku MIIC Il Tuny (cuHa-
pom CaHdininno) 39Bngt0TbCA NEepeBaXkHO Y Bili 2-6 pokiB.
Hanbinbw paHHiMK cuMnTOMamMun XBOpoby BUCTYMaOTb KOTHi-
TUBHI Ta HEBPONOTiYHi MOpyLeHHs. Big3HayatoTbcs 3aTpuMKa
4M MOBHa BTpaTa MOBJIEHHEBOIO PO3BUTKY, perpec HabyTux
HaBMYOK, PO3yMOBA BifCTaNiCTb, ayTUCTUYHI PUCK XapaKTepy,
($hOpMyBaHHS arpecMBHOI NOBEAIHKM Ta rineppeakTUBHICTb.
MoxnuBi nopyueHHs 3 6oKy AMXanbHOI, CepLeBO-CyANHHOI
CUCTEM i opraHiB 30py.

Mpu MMC IV tmny (cuHapom Mopkio) nepui KNiHiYHI 03HaKK
BUSBNAOTLCA B 3-piyHOMY BiLi. Lle BupaxeHa nedopmauis
cKeneTa Ta CTyneHb, rpybi pucu 06aunyus, 3HMKEHHS FOCTPOTH
30py Ta cyxy. HaruacTilwow npuunHOK cMepTi TakMX NaLiEHTIB
€ cepLeBa HefoCTaTHICTb.

MMC VI ta VIl Tunis (cuHapom Mapoto - Jlami, cuHapom
Cnag) TpannsoTbCs pifle, Hixx nonepeaHi Yotnupu. CMHApoM
MapoTo - Jlami BrnepLie NposSBASETLCA NiCAS 2 POKiB XUTTS.
CoMaTMYHi ypaXKeHHst CXOXi Ha Ti, WO CnocTepiratoTbCsa B Na-
uieHtiB 3 MIMNC | TNy, ane iHTENEKT 3aNMLWAETECS HOPMANbHUM.
BigsHavaeTbCs BigcTaBaHHS y disMUHOMY po3BMTKY. XapakTep-
HWMM 03HaKaMM € rpybi pucu 0banyys, Mani po3Mipu BEPXHbOI
wenenu, 6oykononibHa rpyaHa KniTka, KOHTpakTypa cyrnobis,
(YHKLiOHaNbHi MOPYLWEHHS Ha piBHI OpraHiB YepeBHOI MOPOX-
HUHW. BayKIMBUM KOMMOHEHTOM LibOTr0 CMHAPOMY € MOPYLUEHHS
3 BOKY CepLeBO-CYyANHHOI CUCTEMMU, LLLO € OCHOBHO NMPUYMHOID
cmepTi. CuHgpom Cnas € OAHWM 3 pigKICHMX 3aXBOPOBaHb.
KniHiYHO NposBNSETHCS KOMBIHOBAHMM YPAXKEHHAM BHYTPILLHIX
opraHis.

CTpyKTYypHO-DYHKLiOHaNbHI NOpyLieHHs 3 60Ky cepLeBo-
CYAMHHOI cuctemm cnoctepiratotecs npu I, 1, 1V, VI tunax MIMC,
cepep, SKMX 4acTi HabyTi kKnanaHHi Bagu cepus (He[OCTaTHICTb
i CTEHO3 MITpanbHOro ¥ aoOpTaNbHOrO KanaHiB, HELOCTATHICTb
TPVKYCMiAANBHOTO KNanaHa), ypaXKeHHs aopTu Ta KOPOHapHMX
apTepil, KOHLEHTPUYHE NMOTOBLLEHHS CTIHOK LUYHOUKIB, MOpY-
LEHHS CMHOATpianbHOI 1 aTpiOBEHTPUKYNAPHOI NPOBIAHOCTI
1M aputMii cepusq. OgHIE 3 HAMYACTILLMX NPUYMH NeTaNbHUX
Hacniakis y nauienTis i3 ummmn Tunamu MMC € cepuesa Hepo-
CTaTHICTb.

3 MeTo NiATBEPAXEHHS UM CNPOCTYBAHHS BUSBNEHUX
di3nYHMX BiaxMNeHb 3 BOKY cepLeBO-CYANHHOI CUCTEMU L0~
LiiNbHO MPOBECTU IHCTPYMEHTaNbHy AiarHOCTUKY, 30Kpema:

e enektpokapaiorpadiyHe (EKI) mocnimxeHHs, Wwo aae 3mory
BUSIBUTM aHOMaNito penonsapusadii, rineprpodito LWAYHOUKIB,
MOpYLUEHHS CepLLeBOro puTMy Ta nposigHocTi cepus [20];

e exokapgaiorpadito, WO € 3010TMM CTaHAAPTOM AiarHoc-
TUKK naTonorii cepus. Ha cborogHi onTUManbHUM € BUBIp
[BOBMMIipHOi fonnnep-exokapaiorpadii 8 M-pexumi
i3 3aCTOCYBaHHAM cnekn-TpekiHry [23]. BusHavatotb pos-
Mipu Kamep cepus, TOBLMHY CTiIHKM NiBOrO LUIYHOUKA,
dpakuito BUKMAY Ta MOKA3HUKM BHYTPilIHbOCEPLLEBOT
reMoAMHaMIKK, @ TaKOX OLiHIOTb OYHKLIIOHANbHUI CTaH
KNanaHiB cepus, HAsiBHICTb perypritauii Ys CTeHo3y, piBeHb
TUCKY B NereHesin aptepii [26];
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e pob6ose EKI-MOHiTOpYBaHHS, WO AAE MOXIMBICTb BUSBUTU
ilwemito MiokapZaa, NopyLIEHHS CEpPLIEBOrO PUTMyY Ta NPOBIA-
HOCTI cepus;

e MarHiTHO-pe30HaHCHy ToMorpadito A1 OLiHIOBaHHA QYHK-
Lii Ta CTPYKTYpM cepus 38 HeAOCTaTHbOI IHPOPMATUBHOCTI
[aHUX MpU exokapaiorpadiyHoOMy AOCNIAXKEHHI;

e KOpOHapHy aHriorpadito 3a Nifo3pu Ha iHINbLTpaLito rMiko-
3aMiHOMMiKaHaMX KOPOHAPHMX apTepilt i3 KNiHIYHUMK O3Ha-
KaMM ilWweMii MiokapZa, a TakoX A/ BUK/IHOYEHHS KOPOHA-
pOCK/IEpPO3Y B NALLIEHTIB i3 CIMEMHOI0 rinepxonectepuHeMiero.
Cepep NoKa3HMKIB 1abOPATOPHOI AiarHOCTUKM ANs NiaTBEp-

keHHs MIMC HeobxigHO BU3HAUYUTH:

e piBHi MiK03aMiHOMIiKaHIB y CeYi, KOHLLeHTpaL,is KOTpUX
niaBMWYeETbHCS Npu BCix Tunax MIMC. Bapto 3a3Hauunty,
WO B AEAKUX NALIEHTIB 3 TUMOBOI KAiHIYHOK CMMMNTO-
mMaTtukoto MIC piBHi rniko3aMiHOrniKaHiB MOXyTb ByTH
HOpMaNbHUMU;

e AKTMBHICTb cneundiyHnx hepMeHTiB y nerkoumTax, nnasmi
Ta CMpOBaTLi KpoBi UM y dibpobnactax LWKipu;

e piBeHb HaTpilypetTnyHoro nentuay Tuny B (BNP) 3 meToto
paHHbOI AiarHOCTMKM CEepLEBOi HEAOCTAaTHOCTI B NaLi€HTIB
3 MMC.

[poBeaeHHs MONEKYNSIPHO-TEHETUYHOTO AOCTIMKEHHS [0-
uinbHe ang ineHTMdikauii reHoTMny 3 METOK MPOrHO3yBaHHS
dbeHoTUNY Ta, B AESKUX BUMNALKAX, MPUAHATTS BiAMNOBIAHUX
TepaneBTUYHMX pilleHb.

[eHeTM4YHe Ta pepMeHTHe TeCTyBaHHS HeobxiaHe ans miar-
HocTMkM MIC i BU3SHAYEHHS MOro TUMy, NpoTe He € Cneum-
diYHMM poNa [iarHOCTUKKM ypaxkeHHs cepus. [eHOTUN He pae
MOX/MBOCTI TOYHO NepenbayunTh TSXKKICTb YpaXeHHs cepus,
ane [a€ KNiHiLMCTY 3MOTY BiLHECTU XBOPOIO 4O IPynu BUCOKOTO
pu3uKy, 3okpeMa B pasi MIMC I, Il Ta IV Tmnis, i 3anpoeagutu
BiAMOBIAHMI AiarHOCTUYHMI anroputm [30].

HacTynH1MM BaXJIMBUM KPOKOM Y AiarHOCTUHHOMY MOLLYKY €
NPOBEAEHHS AUPEPEHLLIAHOI [iarHOCTUKM MiXK Pi3HUMM TUMAMU
MIC i rpynoto 3axBOPOBaHb, 33 IKMX BUSBNSKOTLCS aHANOTiYHI
3MiHM 3 BOKY CepLLeBOro M93a, KanaHiB cepus Ta KOPOHAPHUX
apTepin. Y uboMy BMNagKy noTpibHO CNpoOCTyBaTH NATOMOrIi0
KNanaHiB cepus peBMaTUYHOro, BPOAXKEHOrO Ta AereHepaTus-
HOrO XapakTepy, aOpTONaTito, illeMidyHy XBOpoby cepus TOLO.
CkNagHOCTi MOXYTb BUHUKHYTU NPW NPOBEAEHHI AndepeHLLin-
HOi [iarHOCTMKM 3 peBMATM3MOM, OCKiNbKK nauieHTn 3 MIC
LYXe CXMNbHI [0 YaCTMX 3aroCTpeHb XPOHIYHUX TOH3UNITIB
i GapuHriTIB — OCHOBHOIO [)kepena CTPenTOKOKOBOI iHdeKLii.
Ha uboMy eTani AiarHOCTMYHOrO MOLWYKY NOTPIGHO 3icTaBUTH
[aHi 06EKTUBHOMO 06CTEXXEHHS NALLIEHTA 3 pe3y/bTaTaMu iHCT-
pyMeHTanbHOi Ta N1abopaTopHOi AiarHOCTUKM (AKiCHe M Kinb-
KiCHe BM3HAYEHHS MMiKO3aMiHOMIKaHIB y ceyi, OLiHIOBAHHA
AKTUBHOCTI BiANOBIAHMX GEPMEHTIB Y NeiikoumnTax, nnasmi abo
CMpoBaTLi KpoBi i1 y hibpobnacTax LWKipK), a TaKOXK AOLINTbHUM
€ MONEKYNSPHO-TEHETUYHE AOC/IMKEHHS 3 METOH BUSAB/IEHHS
MyTauii BiANOBiAHOIro AedeKTHOro rexHa.

JlikyBaHHs

3 ornany Ha Te wo MIMC xapakTepm3yeTbcs NOAiCUCTEM-
HICTIO Ta NONIOPraHHICTIO ypaXKeHb, Nif Y4ac NPU3HAYEHHS
a[leKBaTHOro NiKyBaHHS 06OB'AI3KOBMM € 3aNyYeHHS Pi3HUX
CrewujianicTiB 3aN1eXHO Bif, KNiHIYHMX NPOABIB.
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OkpiM naniatmeHoi Tepanii, B nikyBanbHOMyY npoLeci 3aCToco-
BYIOTbCS hepMeHTHa 3aMicHa Tepania (P3T) ta TICK.

BukopucTtaHHa pekoMBiHaHTHUX eH3MMIiB CnpUsiE no-
CUNEHHIO KaTaboni3aMy HaKOMMYEHUX FiKO3aMiHOMiKaHiB.
MpoBeneHi KNiHiYHI AOCNIAKEHHS NPOAEMOHCTPYBAIN HE0b-
XiQHICTb AOTPUMaHHS AndepeHLiinHoro niaxoay Woao npu-
3HaveHHs O3T. 3okpema, npu MIMC | TMNY NO3UTUBHMIA KNi-
HiYHWI edeKT OTPMMAHO B pasi BUKOPUCTAHHA NapoHiaasn,
MMC Il tuny - ipypcynbdaszu, MMNCtuny IVA - enocynbdasu anbda,
MMC VI Tuny - rancynbdasu, MMC VIl Tuny - BectpoHifasu
anbda.

3actocyBaHHa @3T 3acBiaumno ii NO3UTUBHMI BNAUB Ha Ni-
KyBaHH$ XBOpPMX 3 KapaioMionaTisiMu1, npoTe NpakTUYHO He Bif-
3HaYeHO ranbMyBaHHS npoLecy dopMyBaHHs Bag cepus [20].
Pe3ynbTaT NnpoBefeHOro TalBaHCbKOro JOCNILKEHHS Npoae-
MOHCTPYBanu KniHiuHy edekTuBHicTb 3T y nauieHTiB 3 rinep-
Tpodi€to nioro wnyHouka [19].

BukopucranHa ®3T y nauiexTis 3 MIMC | Tuny cnpumsno no-
KpaLLleHHI0 NMOKa3HMKIB CEpLLEBOrO BUKMAY Ta 3MEHLLEHHIO MacH
cepus npu kapaiomeranii. HaykoBo nigrsepaxeHo, wo ®3T
3[1aTHa CMOBINbHIOBATH NMPOrpecyBaHHN NOTOBLLEHHS KNanaHiB
cepug, ane NpakTMYHO He BM/IMBAE Ha ranbMyBaHHs GibpoTu-
3auii Ta KanbumdikaLii KnanaHHUxX cTpykTyp. MiaTBEPAXEHHAM
LbOro € NOCUIEHHA MITPanbHOT M aopTanbHOI perypritauii
npu TpMBaANOMy CnocTepexeHHi 3a nauieHTamu 3 MIC,
aKi oTpumysann @3T [27].

Micng kypcoBoi Tepanii napoHifa30t0 B YCix NaLieHTiB 6yno
BiI3HaYeHO 3MeHLUEHHS PO3MipiB MeYiHKK, YaCTOTK amnHoe yBi
CHi, 36iNblIEHHS 3pOCTY M Macu Tina, NiaBULLEHHS (YHKLiO-
HanbHoro knacy cepus (3a NYHA) Ta nokpalleHHs nokasHuka
$hopcoBaHOi XMUTTEBOI EMHOCTI nereHiB. OQHaK BifCYTHICTb
[aHUX LWOA0 343THOCTI NapOoHifa3u nepeTMHaTH reMaToeHLe-
daniyHmit bapep Moxe CnyryBaTu NiAcTaBowo ii HeQOCTaTHLOT
eeKTUBHOCTI MPU HEBPONOTIYHUX MOPYLUEHHSX.

TICK, 9k-0T anoreHHa TpaHCNAaHTaLig KiCTKOBOrO MO3Ky
Y1 NYMNOBMHHOI KPOBI, € 3araNbHOBM3HAHUM METOL,0M JiKyBaHHS
MIMC | Tuny (cuHppom lypnep) i 3aCTOCOBYETHCS NPU iHLLINX
tnax MG, 3okpema I, VI Ta VII [1].

Sk Binomo, TTCK 3abe3neuye oHOpa mkepenoM KiTuH, aKi
BMPOONSOTb BiACYTHI epMeHT i mepexpecHo AiloTb Ha TKa-
HWHU 3 HakonuyeHUM depMeHToM. ToBTO JOHOPCHKI KNiTUHM
MirpytoTb 40O YpaXKe€HUX OpraHiB, OOHUM 3 SKUX € CepLe, i cek-
peTyroTb HEAOCTATHIN epMEHT, WO PO3LLENIE MiKO3aMiHO-
rnikaHu. TpaHcnnaHTauis KicTKOBOro MO3Ky peKOMeHA,0BaHa
Ha paHHix cTagisax cuHapomy lypnep (nepuwi 1-2 poku XuTTS),
OCKIiNbKM BOHA CNPUSIE ralbMyBaHHIO NpoLEeCy NporpecyBaHHs
MMC i 36inbleHH TPUBANOCTI Ta AKOCTI XWUTTSA MaLieHTa.
3rigHo 3 AaHUMK HaykoBux gocnigxkerb TICK cnpusie 3anobi-
FaHHI0 PO3BUTKY KapAiomionaTii, a B AesSKMX BUMNaLKaxX BMu-
BA€ Ha PeMOAENOBaHHS rinepTpodoBaHOro NiBOro LWayHOUKa.
Mpu nposeneHHi TICK y nauienTie 3 MIMC | TMNY NOpiBHAHO
3 KOHTPO/IbHOK TPYMNO BiA3HAYeHO MoKpaleHHsa nepdysii
Ha piBHi KOpoHapHKUx apTepii. OngHak TICK HecnpoMoXHa noB-
HiCTIO 3aranbMyBaTK NPOLEC BiAKNALAHHS [NiKO3aMiHOMiKaHiB.
I3 4YacoM MOTOBLLEHHS MITPaNbHOIO 1 a0PTaZbHOrO KNanaHiBe
3pOCTAE, WO CNPUYMHAE NOCUNEHHS perypriTauii. loBeneHo,
Wo B fesakux nauieHtis 3 MIMC | Tuny He cnocTepiraBscs perpec
YPXKEHH$ KnanaHHUX CTPYKTYp HaBiTb nicng nposeneHHs TICK.
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TICK 3actocoByeTbca nepeBaxkHo npu MIC | Tuny, 3piaka npwm
MMC VI tuny. Ons iHwux tmnis MIMC 3actocyBaHHa TICK noss-
3aHe 3 BUCOKMM pU3UKOM CMepTi [27].

binbwictb nauieHTie 3 MIC, gKi f0XMBAKTb 40 AOPOCIOr0
BiKYy, NOTpebytoTb KapLioXipypriYHMX yTpy4yaHb Ha Knana-
Hax cepus. OnepaTnBHe BTPYYaHHS PO3MNAAAKTb 33 THKKUX
nopyweHb GyHKLiM MiTPanbHOro M aopTaNibHOrO KaanaHis.
MpoBoANTbCA iMNIAHTALIN MeXxaHiYHUX abo BionpoTe3HUX
KnanaHiB. ICHYOTb NPUNYLLEHHS, WO NpW TPMBANOMY Biakna-
[aHHI IMiKO3aMiHOMMiKaHiB MOXe NPUCKOPUTUCS AereHepaLis
6ionpoTe3HOro KnanaHa Ta TKAHWMH HABKOJIO MEeXaHIYHMUX Kna-
naHiB (niHii wais). [pn onepaTMBHUX yTPYYaHHSX Li NALiEHTH
noTpebytoTb 0cob6MBOI yBaru. NpoBeaeHHs aHecTesii ycknaa-
HIOETbCS NMpobiieMaMu Ha PiBHI AMXaNbHUX LWAAXIB (BY3bKa
Tpaxes, XOpCTKa WK, BEAUKUIA A3MK). Taki NALiEHTU CXUNbHI
[0 KPUXKOCTi aTnaHToakcianbHMX cyrnobis i kposoTtey [28].

OcCTaHHIMK pokamMu 39BNATLCSA NOBILOMIEHHS LWOAO 3a-
CTOCYBaHHS TPAHCKATETEPHMX YTPYYaHb Y NALLIEHTIB, AN KOTPUX
BiKPMTA 3aMiHa KNanaHa € pu3nKoBaHo. 30kpema, 2021 poky
onybnikoBaHO MepLmit BUNafoK 3acTOCYBAHHS TpaHCKaTeTep-
HOi 3aMiHu aopTanbHoro knanaHa (T3AK) y nauieHta 3 MIC
i KPUTUYHMM aopTanbHUM cTeHo30M. T3AK byna ycniwHo Bu-
KOHaHa M nokasana No3WTWBHI CepefHbOCTPOKOBI pe3ynbTaTy.
Ller npuknan cBiguMTb NPO NEPCneKTUBHICTb BUKOPUCTAHHS
ManioiHBa3MBHUX MeTOAMK Yy mauieHTie 3 MIMC [29].

Cepen HOBMX NepCneKTUBHUX METOLIB NiKyBaHHA na-
Li€eHTIB i3 cepueBumMu npoasamu MMC € reHHa Tepanis.

Ii MeTolo € 3abe3neyerHHs NOCTIMHOrO AXepena BiACYyTHbOro
bepMeHTY WASXOM [A0CTAaBNEHHS QYHKLIOHANbHOTO reHa
[0 KNiTUH nauieHTa. Hapasi po3pobnsaoTbca niaxoam ex vivo
1 in vivo.Tepania ex vivo nepeabayae TpaHCcnAaHTaLilo aBTo-
NOTiYHUX CTOBOYPOBUX KNiTUH 3 BUMPABNEHUM FEHOM, TOAI
AK in vivo BUKOPUCTOBYIOTb (DaKTOPM afleH0acoLiMoBaHOro
Bipycy. EkcnepvMeHTanbHi AOCNIAXKEHHS HA TBapuHaX npo-
[eMOHCTpYBan XOpoLWi pe3ynbTaTu: reHHa Tepanis HoBO-
HapoaxeHux muwen 3 MIMC | Tuny 3anobirana po3BuTKy
CcepueBMX 3aXBOPIOBaHb WASXOM HOpManisauii po3Mipy
Ta QyHKUIT cepus [27].

BucHoBkmu

MMC - ue rpyna pigKiCHUX reHeTUYHUX 3aXBOPOBAHb
(opdaHHMX XBOpOD), SiKi BiAHOCATb A0 XBOPOH HAKOMUYEHHS.
BoHu noTpebytoTb BUCOKOTO piBHA 06i3HaHOCTI NikapiB Ang ix
CBOEYACHOI AiarHOCTUKM, OCKINbKM 3aTPUMAHHA 3 MOYATKOM
cneundivyHOi Tepanii MoXe NpuMBeCTM A0 PO3BUTKY HE3BO-
POTHUX 3MiH.

Po3rnsHyTo cyyacHi nabopaTtopHi i iHCTpyMeHTanbHi Me-
TOAM AOCNIAXKEHHS, KOTPi 3aCTOCOBYHOTh Y AiarHocTtuui MIMC
i BUSIBNEHHI nopylueHb 3 60Ky CTPYKTYPHUX OAMHULI CEpLS.
[ins Bu3HauveHHs Tuny MIMC HeobxigHe npoBefeHHs depMeHT-
HOrO Ta FrEHETUYHOrO TeCTYBAHHS.

Bu3sHaueHo cyyacHi MeToau nikyBaHHS pisHux Tmnis MIIC,
30KpeMa 3acToCyBaHHS pekoMbiHaHTHMX eH3umis, TICK,
XipypriYHUX yTpy4YaHb | NpOBEAEHHS reHHOT Tepanii.
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