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OpdoaHHi 3axBOPIOBaHHSA
(Mykononicaxapwmaosu)

Ta YPaKeHHa cepueBo-CyanHHOI
cuctemun. Ormsan nireparypu

Bucsitneno aktyasibHi TUTaHHS TATOJOTii CEPIIEBO-CYAMHHOI CUCTEMU TPU MYKOTIO-
Jicaxapuio3ax. YpakeHHsI CepIis i Cy/IMH € OCHOBHOIO O3HAKOIO ITMX 3aXBOPIOBaHb, 110
YaCcTO MAIOTh JIETAIbHIIT HACiIOK. [TaTosorist cepiis, sIKy peecTpyioTh IPU MyKONOJTica-
XapuI03ax YCiX THITiB, 0COOJMBO BUPa3Ha y XBOPHX i3 TAKUMMU KJITHIYHUMU BapiaHnTaMu,
ak cuaapomu Iyprnep, Xanrepa i Maporo-Jlami. Xapakrepuumu o3HakaMu poO3JIajiB
(yHKITIOHYBAHHS CEPIIEBO-CYJMHHOT CUCTEMHU BBAXKAIOTD TIOTOBIIEHHS KJIATAHIB 3 PO3-
BUTKOM iX aucdyHkitii (0cobimBo JBUX BB cepl), Timeprpodio Miokapia,
MOPYIIEHHsT MTPOBITHOCTI, yPaXKEeHHsI KOPOHAPHUX apTepii, apTepiasbHy TillepTeH3iio.
Harosnomeno wa tpyaHoImax KiaiHiKO-(pyHKITIOHATBHOTO TOCIi/IZKEHHST CEePIIeBO-CY/IUH-
HOI CHCTEMH TaKUX TAIIEHTIB, 10 3YMOBJICHO HAABHICTIO (DI3UUHUX Ta iHTEJIEKTYaAIb-
HIX OOMEXKEHb, 8 TAKOK MOCTYIIOBUM HAPOCTAHHSIM CUMITTOMATHKE. [liist JiKyBaHHsT
CepIEBO-CYAIMHHOI MATOJIOTIT TIPH MYKOTIOJiCaxapu103ax 3aCTOCOBYIOTh MeIMKaMeH-
TO3HI Ta Xipypriuy#i MeTojAH, 30KpeMa 3aMicHy (epMeHTOTEepAIliio i TPAHCIJIAHTAIlII0
cTOBOYPOBUX KIITHH.

OmHuM 3 TIPIOPUTETHUX HAMIPSIMIB Y JTIKyBaHHI MyKOTIOJIicaXapu/i03iB BBAKAIOTh TEHO-
Tepamio. 3HAYHUX YCIiXiB JOCSITHYTO TP BUKOPHUCTAHHI BIPyCHUX BEKTOPIB B €KC-
TeprMeHTax Ha MUMIax 3 Mykonosicaxapumo3oMm VII tumy. OcHoBoio mpodisakTukm
MYKOTIOJTiCAaxXapuo3iB € MeINKO-TeHeTHYHe KOHCYJBTYBaHHS ciMell i TpeHaTasbHa
JIIaTHOCTUKA 3 BUKOPUCTAHHSIM MOJIEKYJIIPHO-TeHeTHIHNX MeToziB (Hanpukiaazx, JJHK-
JiarHOCTUKM). PaHHS fiarHOCTHKA i CBOEYAcHe MATOTeHeTHYHe JTiKyBaHHSI MYKOIIOJi-
caxapu/I03iB 3aro06iraTiMyTh IHBaJIiIM3allil XBOPUX Ta CHPUATUMYTh aJleKBaTHIN iHTe-
Tpariii iX y CyCHiibCcTBO, a eheKTHBHE MeINKO-TeHEeTIMYHEe KOHCYJIBTYBAaHHS CiMell 1acTh
3MOTY iCTOTHO 3HU3UTH YaCTOTY HOBHUX BHITA/IKIB ITNX TSDKKUX CITA/IKOBHUX 3aXBOPIOBAHb.

Knto4osi cnosa:
NI30COMHI XBOPOOW HaKOMMYEHHS, Mykonomicaxapuaosn, CepLEBO-CyAMHHA CUCTEMA,
[iarHOCTVKA, JiKyBaHHS.

poniuna cepiiea HepoctatHicth (XCH) — akryasnbHa mipobieMa cyvac-
HOI MEIWIIMHYU y 3B’SA3KY 3 IMHMPOKOIO TOTIHUPEHICTIO, MPOTPECYIOYNM
nepebiroM i HeCIIPUSITJIMBUM HACJiIKOM. SIK CBifyaTh pe3yJibraTh aHasisy
JIaHUX OOCTEKEHMX EBPOIEIChKOI nomyisiii, 3ae6iabioro possutok XCH
CIPUYMHEHWI iIIeMi4HOI0 XBOPOOOIO Ceplilsl, apTepiajbHOIO TilepTeHsico,
MiOKapaUTOM, TOPYIIEHHAM PUTMY, INJIATAIITHOTO i TITepTPOohiTHOIO Kapio-
Mmiomnartieto [31].
€ Bemuka rpyna (6iuspko 800) craakoBux XBOpoO OOMiHY PEYOBHH,
HOB’sI3aHUX 3 TMOPYIIEHHIM 0OMIHHUX peakitiil [35], 3a SIKuX KJIiHiYHA MaHi-
decTartist ypaxkeHHs cepiist BindyBaeThes y Biti 30—40 pokis. Boru HameskaTh
JI0 HAHCKJIQHIIMNX 3aXBOPIOBaHb, TOMUJIKK Y JIaTHOCTUIN SKUX YacTO Tpa-
IJISTIOTBCS Y TleliaTPUYHIN IPaKTUILl Ta [IPU JIIKYBaHHI HAIIEHTIB I0POCJIOrO
BiKy. 3a JaHUMM MacOBOTO CKPUHIHTY, iX gacToTa ctanoButh 1:500—1:1000
sxuBoHapokennx [35]. I1i ycmagkoBaHi cTaHi HA3WBAIOTh TAKOK XBOPOOAMI
HAKOITMYEHHS.
Opni€elo 3 HAUMOMIMPEHININX HO30JI0TIYHUX (HOPM XBOPOO HAKOTIMYEH-
Hd € MYKOIIOJicaxapuao3u. 3a Ii€l MaToJIOTii BHACTIIOK HEeIOCTaTHOCTI
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J30COMHUX (DEPMEHTIB TOPYIIYETHCS KaTaboJi3M
BRKJIMBOTO KOMITIOHEHTA OCHOBHOI PEYOBUHU MizK-
KJIITUHHOTO TTPOCTOPY CHOJYYHOI TKAaHWHW — TJIi-
KO3aMiHOTJIIKaHiB, BiI0YBAEThCS X HAKOMMYEHHS
B JII30COMAX, 110 MPU3BOAUTD JI0 TPYOUX CTPYKTYP-
HO-(DYHKITIOHATbHUX 3MiH, HAcCAMIIEPE] HA KJIiTHH-
HOMY PiBHi, Ta (hopMyBaHHS XapaKTepHOI KITHITHOT
KapTHHHU 3 TIPOrPECYIOUNM TIepebiroMm.

Mera orssity — nipoaHasi3yBaTH JlaHi JiitepaTypu
HIOZI0 YPasKEHHSI CEePIIeBO-CYIMHHOI CUCTEMU Y XBO-
PUX 3 MYKOTIOJTiCaXapHI03aMU.

3TiZIHO 3 JAaHUMU JIiTePaTypH i3 TUIIB MYKOTIOJIi-
caxapu/lo3iB HaifuacTille TPaIISIIOThCSl CUHIPOMU
Iypaepi Xanrepa (I ta Il Tunu Bignosiaxo). [lepiuit
THIT 06'€THY€E TPU KJIHIYHUX BapiaHTH CHHIPOMY:
Iypnep, Iypaep-lleiie i [eite. Cunapom XanTepa
XapaKTePU3YETLCS PEIIECUBHUM, 3UETIJIEHUM 3 XPO-
MocoMot0 X yCHaJKyBaHHSIM, 1HIIT TUITM 3aXBOPIO-
BaHHS yCIIaIKOBYIOTHCS ayTOCOMHO-PETIECHBHO.

Cunzppomy Iypiaep BractuBi HaliBUIlla YyacToTa
TpariaHHsA, panHs (y Meprr MicAll JKATTS) MaHi-
(becrartist, HaNTSKYI KJIIHIYHI BUSBU 1 MEHIIIA TPH-
BaJTiCTh JKUTTS XBOporo [40].

XapakTepHUMH OCOOJUBOCTSIMU CHUHIPOMY
Iypaep-1leite (IH/S-tum myxomosicaxapumosy)
€ IMi3Hilma mogBa cuMnToMmiB (Ha 1—2-my pori
JKUTTsT), MEHINA TSKKICTh, OiJIbIA TPUBAIICTD
SKUTTS Ta HOPMaJibHMiT a60 HE3HAUHO 3HUKEHMIA
iHTesekT. XBOpi 3a3BUYail aJleKBaTHO COIliaJIbHO
aJIaTlITOBAaHi, YCHINTHO HABYAIOTHCS Yy 3arajibHOOC-
BITHII 1IKOJIi, HEPIJIKO MAIOTh x00i Ta 3100yBalOTh
CepeNlHIO CcIIellialbHy UM BUIIY OCBITY (Hal4acTi-
e — ryMaHiTapHy).

g cungpomy Ileite (IS-Ttum mykomnomicaxapu-
103y ) BJIACTHBI TIOPIBHSHO JIETTITHIA 11epebir XBOPO-
6u, M'sIKi BUsSIBU KpaHiodarttiaabHOTo aucMopdizmy
3a TUIIOM raproijismy, HOpMaJbHUI iHTeJIeKT. XBOpi
3a3BUYaii 100pe iHTerpoBaHi y CyCIiJbCTBO, HABITH
MOKYTh MaTH BYeHi 3BaHHs, OOiifiMaT KepiBHI
MOCA/IH, & TAKOK BCTYHATH Y IO i MaTH 3J10pOBe
MTOTOMCTBO.

Cunapom XaHTepa 3a TSUKKICTIO KITHITHOT CUMIT-
TOMATUKH MOIIJIIIOTH Ha 1Bi (DOPMU: JIETKY 1 TSKKY.
XBOpi 3 TSKKOIO (hOpMOIO Tiepebiry MaioTh Tpyoy
PO3YMOBY BIJICTAJICTh Ta MEHIITY TPUBAJICTD KUTTS
(3asBuuail He Ginpbie 15—16 pokis). [itu 3 jer-
Koio (hOpMOTO 3aXBOPIOBAHHSA XapaKTEPHU3YIOThCS
HOPMA/IbHUM 1HTEJEKTOM, OiJbIIOI0 TPUBAIICTIO
KUTTS (= 50 POKiB), MOKYTh HABUATHCS 32 3araJib-
HOOCBITHBOTO TIPOTPAMOIO, YCITIIITHO 3aKiHUUTH BUIILI
HaBYAJIbHI 3aKJIa/IN i TPAITIOBATH 3a (DaxoM, a TaKOXK
BCTYNaTH y MO0 Ta MaTH 3[0POBE MOTOMCTBO [46].

Yei gorupu pisnoBuan cungpomy Candimino
(tunin TITA, TIIB, ITIC, IT1ID) HasexaTb 10 Hali-
TSRUUX (DOPM TTATOJIOT1. ¥ CJIOB’THCHKIT TTOTTYJISATII1
Habvactime Tpamsgerbess tun IITA, a Bunagkis

MyKonosicaxapuo3dy tuny 11D He 3apeectpoBano
B3araJi. 3aXBOPIOBAHHSI XapaKTEPU3YETHCSI TPyOrM
3HIKEHHAM 1HTEJEKTY, TTOPIBHAHO HE3HAUHUM
YPasKeHHSIM JKUTTEBO BAKJIUBUX OPTaHIB 1 CUCTEM
opratizmy. 3a pesyJsbraTaMu 0O0CTeKeHb, KITHIYHO
tunu cungapomy Candisino He BifipisHsioThes [37].

Osnaxamu cungpomy Mopkio (tunu IVA i IVB)
€ MCIPOIOPLiHA KapJIMKOBICTL 1 paxiTonomiOHi
3MiHU CcKeJsieTa. [HTesleKT HOpMaJIbHU, IO CIIPUSIE
iHTerpaltii iHNBIZIIB y cycHiabeTBO [37].

g cuagpomy Maporo—Jlami (Mykormodica-
xapuzno3 VI tuiy) xapakTepHi KapJuUKOBUHN 3picT
3 BUPKEHUMU 3MiHaMH OTIOPHO-PYXOBOTO arapary,
MATOJIOTIYHI 3MiHU CepIeBO-CYIUHHOI CHUCTEeMH,
[IaPeHXIMAaTO3HUX OpraHiB, oueil, Baju CJIyXy Ta
HOpPMaJIbHUI iHTENEeKT. BUaiagioTh 1Bl hopmMu XBo-
pobu — Jierky i Tskky [40].

YpaskeHHsI cepieBO-CyIJUHHOI CUCTEMH € OCHOB-
HOIO O3HAKOI0 MYKOIIOJIICaXapu/l03iB yCiX THUIIIB.
3MiHU MOKYTb MaTH PiI3HOMAHITHUI XapaKTep.

[Tepmi kapaiosoriuni 0OCTEKEHHS XBOPHUX
3 MYKOIIOJIicaxapuo3aMu TIPOBEIEHO OJIM3bKO
50 pokiB ToMy. 3 TOTO Yacy mpobemMa He BTpaThia
aktyaspHOoCcTi |25, 39]. Ycranosmieno, 1o mepiie
MicITe 3a 4aCTOTOIO, TepMiHaMU MaHidecTarlii, TsK-
KiCTIO Tiepeliry i cTyreHem 3aydeHHs1 y aToJIoriv-
HUT TTPOIIEC CepIieBO-CYMHHOI CHCTEMHT TTOCI/Ial0Th
[, IT ta VI tunm mykorosicaxapunosis, TOAI SIK
y narienTiB 3 [111 IV tunamu (cungapom Candimnino
i Mopkio BiiITIOBIZIHO) ITi 3MiHU TPATIISIOTHCS 3HA-
gro pigme [1, 8, 10, 27]. 3anaaTo mMasia mommpeHicTh
myxkomnodicaxapuzody VII tuny (cunapom Cias) ve
JlajTa 3MOTH BU3HAYUTH YACTOTY YPAsKEHHS CEpPIIs.

AHani3 TpUYMH JeTaTbHOTO HACTIKY Y XBOPUX
3 PI3HUMM TUIIAMM MYKOIIOJIicaxapu/103iB, sIKi He
OTPUMYBAJIM TATOTEHETUYHOI Teparii, BUIBUB,
IO CMepTh HalvacTinle HacTaBajla y pe3yJibrati
JMXaIbHOI HeZJocTaTHOCTI a0 XBOPOO ceplis Ta Kpo-
BoHOCHUX cyanH [21]. Cepen ocTanHiX TeperyMoB
Haii61IbII 3HAYYII — CceplieBa HEJIOCTATHICTD, parl-
TOBa CMEPTH Bifl apuTMii (30KpemMa ITOBHA aTPioBeH-
TpUKYyJIsipHa 6JI0Kaj1a) [ 7] Ta OKJIH03ist KOPOHAPHUX
aptepifi [19].

YpakeHHs1 ceplsl Ta CyAMH TIPU MYKOIIOJIica-
Xapua03ax TPUBAIWH dYac HE CYITPOBOIKYETHCS
XapaKTEPHOIO KJIHIYHOIO CUMITOMATUKOIO 1 TOMY
3aMTIaeThes HemiarnoctoBannM. lle crnpuumasie
iCTOTHE 3HWKEHHS (DaKTUIHOI YaCTOTH CepIIeBO-
CYZIMHHMX 3aXBOPIOBaHb 32 TAKMX YMOB. Tax, jintire 6
13 26 maItieHTiB 3 MyKOTIOJTicCaxapuio3aMU Ta eX0Kap-
miorpadiyHUMI 03HAKaM1 ypaskeHHs BiJIITTIB cepIisd
MaJIi KJIiHIYHI BUSBU 3 OOKY CEpIEBO-CY/IMHHOI
cucremu [27]. Ie cBiAUUTD PO BAsKIMUBICTD i HEOO-
XiJIHICTb TTPOBEJICHHS TOBHOTO KapiOJIOTIiYHOTO
00CTeKeHHST THCJIsT BCTAHOBJIEHHST XBOPUM BI/IIIO-
BITHOTO JiarHO3Y [4].
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YacroTa i TSKKICTh ypasKeHHS cepus

Bizomo, 1110 0cobu 3 pisHUME THIIAMH MYKOTIO-
micaxapunosiB (mepesaxuo 3 I, 1T i VI) cxumpmi
JI0 PO3BUTKY TSIKKOI CEPIIeBO-CYJAMHHOI 1AaTOJIOTII,
MONIMPEHICTh TaKUX MNOAIN IyKe BUCOKA — Bijl
60 mo 100% [2, 47]. Icuye mpsimuii 3B’I30K MixK
YPaKeHHAIM KJIAlTaHHOTO arapary cepid Ta Mopy-
meHHsIM Katabouisamy jgepmatancysbdary. Came
Taki 3MiHM MeTaboJIi3My CIIOCTEPIraloThCs 32 YMOB
CTaHOBJIEHHS MYyKoOIoJlicaxapuzio3y I tuiry 3 ypaxy-
BAaHHAM TPbOX HOro KJIHIYHMX BapiaHTiB, a TAKOX
cunpomiB Xanrepa i Maporo—Jlami (IT1 VI tunn).
DopmyBaHHS iHITUX CHHAPOMiB, 30kpeMa Canbiino
Ta Mopkio, oB’s13aHe 3 HAKOTIMUEHHSIM TelapaHCyJib-
bariB i kepaTancyabdatis BignosigaHo [1, 8].

B oci6 3 niepuiimM KJIiHIYHUM BapiaHTOM MYKOIIO-
micaxapunody | tumy (cumapom Iypiep) cepiieBa
MATOJIOTISI 3a3BUYAll PO3BUBAETHCS Y PAHHBOMY Billi
Ta MIBU/IKO Tiporpecye [17], Toxi Sk Tpu cuHIpOMAax
Iypnep — leite i lelie o3HAKM ypaxKeHHS Cepiist
BUABJISAIOTHCA 3HAYHO IMi3HiIIE Ta XapaKTepusy-
IOTBCS JIETTIIMM 1 TOBiUIbHIIMM Tiepebirom [42].
V takuii crnoci6 AocTiAHUKaMI HATOJIOIITYE€ThCST, 110
HPOrPEIEHTHICTD 1epebiry, BJacTUBa BCIM THIIAM
MYKOTIOJIiCaXapuI03iB, CTOCYETbCS HacaMmIepes
XapakTepy CepleBUX PO3Ja/liB, YACTOTA 1 TSIKKICTh
SIKUX 301JTBITYIOTCST 3 BIKOM XBOporo [1].

[Ipu mykonosicaxapuo3ax ypaskeHHs KJIalaHiB
CepIld € XapaKTepHOTo TaToJoTien. Bona Mae mpo-
rpecyiounii xapakrep i peectpyerbest y 60—90 %
martieHTiB [ 1]. Tak, MOTOBITIEHHS KIATTaHiB 3 PO3BUT-
KOM IUCQYHKIINI CIOCTEPITAETBCS B YCiX XBOPUX
3 TSKKOIO (hopmolio MyKotiosmicaxapumosy VI tumy
[15], y Gibir misk 80 % 0cib 3 TppoMa KITHIYHUMA
Bapiantamu [ THIy BiJIIOBiZIHOrO 3aXBOPIOBAHHS
[45] Ta'y 57 % npobanzis i3 curapomom Xanrtepa (11
tiir) [50]. ¥ 6isbinocTi JociixKeHb OB JOMIISIETh-
cs1, IO KJIallaHHA PerypriTailisi € MOITUPEHilIo0 3a
CTEHO3. YpaKeHHS MIiTPaJbHOTO KJaraHa TParJis-
€TbCS YaCTillle Ha BIZIMiHY BiJl aOPTAJIBHOTO. 3arajoMm
3aJIly4eHHs y TATOJIOTTYHU TTpolleC KJaraHiB JiBUX
BIJUTLTIB cepIist 3a BUABaMU € 3Hadytimmm [50].

Kanannuit ctenos abo HeOCTATHICTH MPU3BO-
JISITh JIO TIePeBaHTasKeHHsT 00'€EMY JIIBUX TI€pecep/Ist
i/abo muryHouka, ausaraiii Ta rineprpodii octan-
HBOTO 1 3PEIITOI0 — JI0 CUCTOJIIYHOI 1 /1iacTOJIIUHOI
muchynkii. PerpocriekTrBHE criocTepeskeHHs 3a
Nali€eHTaMu 3 PI3HUMM TUIIAMU MYKOIIOJIicaxapu-
7I031B BUSABUJIO, IO TinepTpodisd JIiBOTO MIITYHOUKA
Ta jgiactosiyHa AUCHYHKIS BUSBISIOTHCS Ha
PaHHIX CTa/lisIX OCHOBHOI'O 3aXBOPIOBAHH, TO/I1 SIK
JUJaTaiisi MJIYHOUKIB i CUCTOJIYHA AUChHYHKILIS
XapaKTepHi /s 1i3HiX crajaii. Pe3yabratu mato-
MOPGhOOTIYHOTO JOCI/PKEHHS CTYJIOK MiTpaJib-
HOTO KJIallaHa y XBOPUX 3 MYKOIOJIiCaXapuao3aMu
CBiMYaTh MPO iX TMOMiTHe Audy3He MMOTOBIIEHHS

Ta iCTOTHe yIIiJbHeHHsT (XPAIONoAi6HA KOHCHC-
TeH11is1). CyXOKUJIbHI HUTKU KJIallaHa BKOPOYEH,
ManmIIpHi M'sI3U TOTOBIIEHI, 10 TPU3BOIUTH 0
oOMeKkeHHsT pyxJmBocTi cryok. Kasbitiesi nemno-
3UTH 3a3BUYAll BUABJISIOTD Y JIJIAHII MiTPaJbHOTO
Kinpig [21]. AHasOriuHa KapTUHA CIIOCTEPIraeThCs
3 60Ky a0PTaJIbHOTO KJIalaHa: Bij0yBa€ThCs IPOTpe-
CUBHE I0T0 MOTOBIIeHHS 1 AnChYHKITIS. 3a3HaueHi
MATOJIOTIYHI 3MiHU CIPUYMHAIOTH HEJIOCTATHICTD
i/a60 cTeH03, AKi JIerko BU3HAYAIOTH 32 J0IIOMOIOI0
JIOIIIJIEPiBChKOI0 CKaHYBaHHSI — JIBOBUMIPHOI €X0-
kapaiorpadii [29]. Taki nopyiieHHs PeecTpyOTh
3a3BUYall Ha Mi3HIN cTa/il 3aXBOPIOBAHHS.

YpaskeHHsI KOpOHAPHUX apTepiii

3BY’KeHHsI KOPOHAPHUX apTepiil 1/ab0 OKII03il
OTTMCAHO Y XBOPUX 3 yCiMa TUTTaMU MyKOTIOJTicaXapy-
n03iB [24]. Haituacriie 1151 1aToJIOTis TPAILISETHCS
npu cunapomax Iypaep i Xanrtepa (I Ta II tumnm).
3oKpeMa y XBOPUX 3 IePHINM KJIiHIYHUM BapiaHTOM
cungpomy [ypiep cioctepiranu nudgysny mpostide-
pallifo iIHTUMM BEJIMKUX elliKap/AiaTbHUX KOpOHap-
HUX apTepiil Ta 3BY’KEHHs iX IIPOCBITY BHACJIIJIOK
BiJIKTaIaHHST TJIIKO3aMiHOTITiKaHIB [5].

ArmikasbHi aHeBPU3MH JIIBOTO TIITYHOYKA Ta OKJTIO-
311 KOPOHAPHUX apTePios XapaKTepHi 151 MyKOIIO-
gicaxapunosis Il i VI tuny (cungapomn Xantepa
i Maporo—Jlami) [24].

Inmi cyiuuHi anomamii

¥ naiienTiB 3 MyKoToJlicaxapui03aMy BUSABJIEHO
30i/IbIIEHHsT TOBIIMHU CTIHKU BEJUKUX CYAWH 3i
3BYsKeHHsIM 200 po3IupeHHsaM ix giamerpa [ 5]. Tak,
mdy3He 3BY;KEHHSI IPYIHOTO Ta YePEeBHOTO BiITIiB
aoptu Majsio mictie y 30 % ocib i3 3aXxBOproBaHHSIM
I ra IT tumy, yacto 1e moTpedyBaso XipyprivHoro
Brpy4anHs [5]. BHac/isok po3BUTKY 3a3HaueHUX
CYIUHHUX PeAKINi MolupeHa apTepiajbHa Timep-
TeHsig [6], Ky 3HAYHO pijle BUABIAIOTH cepen
oci6 3 iHIUMKU TUIIAMU 1€l XBOpoOH, 30KpeMa i3
cunzipomomM Maporo—Jlami [11].

OmnucaHo po3IMUPEeHHsS BUCXIJHOI aoOpTH, IO
CYTIPOBOJIKYBAJIOCH 3HAYHUM 3MEHIIEHHAM 11 esrac-
TUYHOCTI Tpu MyKomoJsicaxapunosi [ tumy [34]. Ile
MOB’SI3yIOTh i3 BIJIMBOM TJIIKO3aMiHOTJIIKAaHIB Ha
TPOTIOEJIACTHH, YHACHIIOK YOTO 3HUKYETHCST BMICT
enactuny [16].

Cepen npuuuH AujaTallii aOPTH PO3TJISIAIOTH
TaKO’K MOCUJIEHHS JIerpaJiallil eJIaCTUHY 111/l BIVIUBOM
MaTpUYHOI MeTtasonporeinasu-12 i/abo karencuny
S, 1110 MiATBEpIKEHO HA €KCIIePUMEHTATTBHIX TBAPH-
Hax i3 3axBopioBaHHsaM | ta VII tumy [28].

IMopymeHHs puTMYy i IPOBiTHOCTI
[Tpu mykomosicaxapuao3ax MOPYIIEHHS TPO-
BiZTHOCTI cepiist Haivacrirnre (44 %) peecTpyioTh
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y mnaiienTiB 3 VI TUIIOM 3aXBOpIOBaHHS, 3HAYHO
pimmie (7 %) — 3 I tuniom [46]. 3a 1iux yMOB 3a/10Ky-
MEHTOBAHO PO3BUTOK ITIOBHOI aTPiOBEHTPUKYJISIPHOI
6JI0Ka/I1 3 HEOOXIIHICTIO IMITAHTAIlli KapAioCTHMY-
asropa y npobanzis 3 11, 11T ta VI tumom xBopobu
[10]. Omnucano kriHiuHWiA BUTanok hidbposy mposi-
HOI CHCTeMU CePIld 3 iH(IIBTPaIli€io TIAiKo3aMiHo-
rJliKaHaMU 3 PariTOBUM JIETAJIbHUM HACJiIKOM TTPU
3axBopioBanti VI tumy [23].

Pousb riiko3aMiHOIIIKaHIB y TeHe3i cepieBo-
CYIUHHUX HOpymieHb. Bizomo, 110 MOPYIIeHHS
KaTaboJIi3My IJIIKO3aMiHOTJIIKaHIB 31 301/IbIIEeHHSIM
iHMiIBTpaIii HUMY TKAaHUH ceplid 1 CyIUH € TIpu-
YUHOIO PO3BUTKY 3HAYHUX CTPYKTYpPHO-(PYHKITiO-
HaJIbHUX 3MiH | 7]. Taka kiiHiuHa cuTyartist 0coOJIMBO
XapaKTepHa /I XBOPUX i3 cunaapomMoM [ypaiep.

Y ckmazi kiamaHHOTO anapary cepiist (CTYJKH,
KiJThIIE 1 CYXOKUJIbHI XOP/IN ), EHA0OKAP/IA, MiOKap/Ia,
KOPOHApHUX apTepiil, a0pTH i MPOBIIHOI CUCTEMU
[18] ymacmimok HaKOTMUEHHS TTIKO3aMiHOTTiKaHiB
CIIOCTEPITAETHCST HASIBHICTD BAKYOJII30BAHUX KJIITUH
3i 36ibieHo0 uToriazmoio [4]. Taki kiitTuHn
(«umcri», abo kiitnHK [ypriep) BUSBISIOTH 30KpeMa
MIPY TiCTOJIOTIYHOMY OCTi/KeHHi [4].

Binomo, 1110 rariko3amMiHOTIIKaHU, SIK 1 TTPOTEOTJIi-
KaHU, — I1€ CKJIa/I0BI MIKKJIITUHHOTO MaTPUKCY, 1X
(yHKITIOHAIbHA POJIb MOJISATAE Y 3abe3edeHH] MiK-
KJIITUHHNX B3aEMO/Iii, iAATPUMaHHi (hOpMU KITITHH
pu (popMyBaHHI TKaHUH ToIT0. [enapaH, 1epMaTaH,
XOHZIPOITHH- 1 KepaTaHCyabhaTh € HOPMATbHUMHI
KOMIIOHEHTaMM KJIallaHiB ceplisl Ta MariCTpajbHUX
cymuH [13, 26]. Hedimut crermndivynoro dhepMenty,
KUl Gepe y4acTb y TOCJiIOBHOMY PO3IIEIIEHH]
WX MOJIEKYJI, TTPU3BOJIUTL 710 PO3BUTKY I1aTO-
JoriyHoro tporecy. Tak, M0BefeHO NPUYETHICTh
HOPYIIEHOTr0 KaTaboIi3My TPOTEOrIIKaHIB 10 TeHE3Y
MiKCOMAaTO3y MIiTPaJIbHOTO KJarana [ 12], aneBpusmu
aoptu [44], arepockneposy cyaun [32]. Po3BuTok
KJIAITaHHOI TIATOJIOTI1 cepIlsd y XBOPUX 3 MYKOIIOJi-
caxapujosamu I, IT i VI Tuny symoBieHMil Takox
HaKOMWYEHHSIM TJIIKO3aMIHOTJIIKaHIB, TepPeBa’KHO
nepmarancyabdaty [27].

MexaHizmu, 3a JIONMOMOTOI0 SKMX HArPOMaJI)KEeHHS
[VIIKO3aMIHOTJIIKaHIB 1 TPOTEOIIIKaHIB Ta HASIBHICTD
«YUCTUX» KJIITUH BIVIMBAIOTh HA (DYHKITIOHYBAHHS
cepid 1 CyawH TIPM MYKOIOJIicaXapu03ax, Majio
nocaipkero. IcHye mexisibka rinores, 30Kpema, 1o
«gucti» kiaitnan € CD68’, mapkepom Makpodaris,
IHIYKYIOTbh PO3BUTOK 3allaJIeHHS NIJISIXOM aKTUBAIlii
Toll-oxi6HoOrO perenropa 4-ro Tumy [41].

JiarHocTHKa MyKOIOJIicCaXapui03iB IPYHTYETHCS
Ha KJIIHIYHIA KapTUHI, pe3yJ/brarax reHeTUYHO-
ro TeCTyBaHHsI Ta PiBHI MeTabOiTiB (JepMaraH-
cynbdat, renapancyabdaT, XOHAPOITHH 4-CyJIbdar,
XOHJIPOITUH-6-cyb(dart, KepaTancysbdar) y cedi [36].

JiarHocTHKa aTOJIOTii ceplieBO-CyIMHHOI CHCTe-
MH TP MyKomnojicaxapumo3dax. [ToBHe 00cTeKeHHs
TAIliEHTa Ma€ mepedadaTy TOCiPKEHHST MyJIbCy Ta
BUMIPIOBaHHST apTePiaibHOrO THCKY Ha 000X BEPXHIiX
I HIDKHIX KIHI[BKaX (116 BKJIMBO TPUA CYTUHHUX
TIATOJIOTISIX, 30KpeMa ITPU KOAPKTallil a0pTh ), a TAKOK
peTeJibHIN aycKyJibrallii cepiis Ta Jierenb. [IpoBectu
SIK KOMILIEKCHE KapioJioriyie obcreskeHHs (Harpu-
KJIAJT, TOCTIPKEHHS SIPEMHUX BEH ), TaK i BUSHAUEHHST
CUMIITOMIB TelaTocIJIeHOMerasIi, He 3aBiKIN MOXK-
JIUBO, HATIPUKJIA, SKIIO Y XBOPOTO KOPOTKA TS YN
30iJIbIIeH] BHY TPillTHI OpraHu. MHOKIMHHUHT IM30CTO3
i KOHTPAKTYPU CYIJI00iB YCK/IAAHIOIOTh BUMIPIOBAHHS
apTepiaIbHOTO TUCKY. BUCIyXOBYBaHHS TOHIB CepIls
YaCcToO yCKJIa/IHEHe, SKINO y Talli€HTa HeJ0CTaTHICTD
JIXaHHs (BOHO XpHUIIKe, HEPiBHE TOITO).

BMmiHHA O1IIHUTY ayCKYJIBTaTUBHY KaPTUHY CEePIis
3a TaKUX YyMOB Ma€ BakJuBe 3HaueHHs. Bimomo,
1[0 BiZICYTHICTH TIyMiB He MOKe OyTH HaJiitHOIO
O3HAKOIO BIZICYTHOCTI TATOJIOTIi Ta He 3alepeuye
HasdBHOCTI BaJl KJIallaHiB ceplisi: CTEHO3U, IK 1 peryp-
riTalfisl Jerkoro Ta MOMIPHOTO CTYTEHS, 4acTo He
CYTIPOBO/IKYIOTBCS 3MiHAMY TIPN aycKyJibraitii [9].

TpancropakaibHa exokapiorpadis 3abesneuye
Ha/liliHe BUMIPIOBaHHSI PO3MipiB Kamep IIIJIYHOUKIB
(1Ipu cUCTOMIYHOMY BUTHAHHI Ta AiacTOJIYHOMY
HAITOBHEHH ), TOBIIMHU MiKIILIYHOUKOBOI TIEPETO-
POJIKH 1 33JITHBO1 CTIHKM, MacH MioKap/a. [TokazHukm
PO3PaxoOBYIOTh 3 YpaxXyBaHHAM BiJIHOCHOI IO
MTOBEPXHi TiJa.

3a jonomoroo exokapmiorpadii MOKyTh OyTi
BU3HAYEHI TOYHI MapaMeTpu CKOPOTJINBOI (hyHKIIii
JIiBOTO TITyHOUKA ((DPaKITiil YKOPOUEHHS Ta BUKUY ).
[omnmiepiBchbKi TOKa3HUKHU MTOTOKY KPOBI KPi3b KJa-
TIAHW CEPIIs AAI0Th 3MOTY I(EPEHITiIOBATH CTEHO3T
1 perypriTariii, a TAKOX OI[iIHUTHU CTaH IIPABOTO TILITY-
HOUYKa Ta BEJTMUYUHY TUCKY B JIeTeHeBilT apTepii [9].

Onnak, He3Bakaloud Ha IepeBaru, exXoKapiio-
rpadis mae e ooMeskeHy iHbOpMAaIIiio po cTaH
KOPOHapHUX apTepiil. Tak, y nesaxux BUnajkax TpaH-
CTOpaKaJbHY €eXOKapaiorpadiio BaKKO TPOBECTH
yepe3 HAsgBHICTb Y XBOPOTO CKOJ03Y 4u eMizeMun
JieTeHb. 3a TAaKUX YMOB KPi3bCTPaBOXiJIHA €XOKap-
niorpadist € iHhOPMATUBHIIIOI.

MarniTHO-pe30HaHCHY Ta KOMITIOTEPHY TOMO-
rpadiro BBA)KAIOTh METO/AMU, SIKI MAIOTh BEJUKY
JIarHOCTUYHY I[IHHICTh TIPU JIOCJII/IPKEHH] cepiieBO-
CYIIMHHOI CUCTEMU Y TOPOCIUX XBOPUX 3 MYKOIOJTi-
caxapunosamu [30]. Kaptuna xoponapnoi aprepio-
maTil y IUX MAI[iEHTIB Iy>Ke BiPI3HAETHCS BiJl TAKO1
pH iremMiyHiil XBopobi cepia [49].

JlikyBaHHs ypaskeHb CepIeBO-CYAMHHOI CUCTEMHU
npu MyKonoJicaxapunoaax. [ [posesenns smikyBasib-
HUX 3aXO/[iB (CUMIITOMAaTUYHA MEIMKAMEHTO3Ha Ta
Xipypriuna pomomora, ¢bepMeHTo3aMicHa Tepartid,
TpPaHCIUIAHTAIlisT TeMOMOETUYHUX CTOBOYPOBUX
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KJTITUH) 3a7IeKUTh BiJl TUITY MYKOTIOJIiCaXapumao3y
[14, 43]. Axiio cuMnTOMaTUYHA MEIMYHA JIOTTOMOTA
MOJIATAE y JIKApChKilt Teparii (30KpeMa TIpH JIKy-
BaHHI cepIeBOl HEJOCTATHOCTI) Ta KapaAioXipyprii,
TO TIaTOTeHeTUYHA Teparisa (TPaHCILIAHTAIlis TeMO-
HOETHYHUX CTOBOYPOBUX KJITHH i (hepMEHTO3aMiCHA
Tepalis) CIpsMOBaHA Ha BiTHOBJIEHHS (QYyHKIII
(bepmeHTY J1J1s1 TOCTYTIOBOI 3yIIMHKY TIPOTPECYBAHHS
3aXBOPIOBAHHA.

Bigomo, 1110 matoreHeTHYHA KOPEKIIisl MOIOBKYE
TPUBAJIICTD JKUTTS 1 MOJIIIITYE KJIIHIYHUI cTaH nargi-
eHTa. [cHyI0Tb Ipenapatu hepMeHTO3aMiCHOI Tepartii
JUTS TIKYBaHHS MyKoToJicaxapuosis | tumy (s1apo-
Hizaza), II tuny (imypcynbdasza) ta VI tumny (ram-
cynbdaza) [36]. TpuBaroTh KiiHiuHI BUIPOOYBAHHS
TeHHOIH;KeHEPHOTO TIPeTIapaTy /Jis TIKyBaHHS XBOPUX
3 IVA turom 3axBoproBaHHS — CHHAPOMOM MopKio A
[37]. 3arasbHi TPUHIIUITM TAKOI TEPAITii IPYHTYIOTHCS
Ha Bi/IHOBJIEHHI PiBHA €H3UMATUYHOI aKTUBHOCTI,
JIOCTATHBOT JIJIS1 TIIPOJTi3y HAKOTIMYEHUX CyOCTPaTiB,
a TAaKOK 3arobiralHi X MOJATBIIOMY HATPOMA/[KEeH-
Hio. [Ipenapatu BBonsATH apeHTepasibHO [37].

[loBeneno, mo TpuBase 3acTocyBaHHS (hepMeH-
TO3aMiCHOI Tepartii MOKe MOJIIIIUTA CKOPOTIUBY
3/IaTHICTb MiOKap/ia IIJIYHOYKIB Ta CIPUYUHU-
TU TIOCTYIIOBE 3HMKHEHHSI O3HAK Tineprpodii sx
Y JIOPOCJINX, TaK 1 y /IiTeil 3 MyKoIoJicaxapuio3aMu

Kounguixmy inmepecis nemac.

I ta IT tumy. OfiHak TpOBEZIEHHS TaKWUX 3aXO7IiB He
3a106irae MporpecyBaHHIO CTEHO3Y Ta perypritarii
KJIAMAHIB, IK YCTAHOBJIEHO TIPU 0OCTEKEHH] MallieH-
tiB 3 I, II ta VI tunom s3axBoproBanus [37]. Icaye
JLYMKA, 110 e(heKTUBHIIIIM MOsKe OYTH 3aCTOCYBAaHHS
cTOBOYPOBUX KJIITHH, HAIPUKJAA, MeE3eHXiMallb-
HUX, HEHPOHAJIBHUX YU TEMOIIOETUIHUX, 0COOJUBO
Y MOETHAHHI 3 IHITMMU METO/IJaMU Tepaltii, Hacamiie-
pen epmenTozamicuoi [43].

OnHuM 3 TIPIOPUTETHUX HANPSMIB Yy JIKYBaHHI
MYKOTIOJIicaxapu/i03iB BBa)KalOTh TI'e€HOTEPaIIiio.
3HAUHUX YCHIiXiB [OCATHYTO TPU BUKOPUCTAHHI
BipyCHUX BEKTOPIiB B €KCIepUMEHTaX Ha MUIIAX
3 mykonosicaxapugo3om VII tumy [38].

OcHoOBOIO TIPODITaKTHKM MYKOTIOJIiCaXapuio-
3lB € MeIUKO-TeHeTUYHe KOHCYJBTYBaHHS cCiMmel
3 TIO/IAJTBINON0 MTPEHATAILHOIO IIATHOCTUKOIO 3 BUKO-
PUCTAHHSM MOJIEKYJISIDHO-TEHETUYHUX METOJIiB
(mampuxnan, [IHK-miarnoctukm) [38].

TakuM 4YMHOM, paHHS JIiarHOCTHKA Ta CBOEYACHE
MaTOTeHeTUYHe JHIKYBAHHS MYKOIIOJiCaXapuaIo3iB
CHPUATHMYTh 3all00iraHHI0 1HBAJIAM3AIliT XBOPUX
1 azlekBaTHIN iHTerpaillii iX y CyCHiJbCTBO, a edek-
THBHE MeINKO-TeHEeTHYHe KOHCYJIBTYBAHHS CiMei
JIACTh 3MOTY ICTOTHO 3HU3UTHU YaCTOTY MOSIBU HOBUX
BUTIAJIKIB ITUX TSKKUX CITAIKOBUX 3aXBOPIOBAHD.

Yuacmv asmopie: konuenyis i ousaiin docaiocennst, 36ip ma onpavrosarms mamepiany, nanucanns mexcmy — C.I1;

pedazysanns — 0. P, JLII, O.K.
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*JIbBOBCKUI HAIIMOHAJIBHBIN MeAUIINHCKUI yHIBepeuTeT nmenn Janmma [ammikoro

OpdhaHHble 3aboneBaHusa (MyKononmcaxapmaosbl)
N NOPaXXeHWs cepaeyHo-cocyamcTorn cnuctemsl. O630p nuTepaTypsbl

OcBelieHbl aKTyaJabHbIE BOIPOCH! IATOJOTUN CEPAEYHO-COCYAMCTOI CHCTEMBI IIPU MyKomnoJuncaxapunosax. [lopaxkenue
Cep/llla M COCYIOB SIBJSIIOTCS OCHOBHBIM TIPU3HAKOM 9THX 3a00JIEBAHUIT, KOTOPBIE YaCTO MMEIOT JIETAIBHBII HCXO/I.
[Tatosorust ceplia, perncTpupyemast Iipyu MYKOMOJMCAXAPUI03aX BCEX TUIIOB, 0COOEHHO BbIPaKeHa Y GOJBHBIX ¢ TAKHMHE
KJIMHIYECKUMH BapUaHTaMu, Kak cuHpoMel Iypiep, Xantepa m Mapoto-Jlamu. XapaktepHbIMU TPU3HAKaMH PACCTPONCTB
(byHKIIMOHUPOBAHUS CEPACUHO-COCYUCTOM CUCTEMBI CYUTAIOT YTOJIICHUE KJIATIAHOB ¢ Pa3BUTHEM UX quchyHKIIH (0CO-
GEHHO JIEBBIX OT/IEJIOB CEP/IA), TUIEePTPOGUI0 MUOKAP/IA, HAPYIIEHIHE TPOBOIMMOCTH, TIOPAKEHIe KOPOHAPHDIX apTepuii,
apTepuayIbHyI0 ruiiepTeH3nio. [loguepKHyThI TPYAHOCTU KIMHUKO-(DYHKIIHOHAIBHOTO HCCIEI0BAHIS CEPAETHO-COCYIUC-
TOI CUCTEMBI TAKUX MALUEHTOB, YTO OOYCJIOBICHO HAJnuneM (PU3NUECKUX U MHTEUICKTYAIbHbIX OTPAaHUYEHUI, a TAaKKe
HOCTENEHHBIM HapacTaHueM CUMITOMATUKY. [lJIs edenns cepAedHo-coCcy/IUCTOH TaTOIOINU IIPU MYKOIIOJIMCaXapyu/03ax
MPUMEHSIIOT MEIMKAMEHTO3HBIC ¥ XUPYPrUUECKUE METOIbI, B YACTHOCTH, 3aMECTUTEJIbHYIO (DePMEHTOTEPAINIO U TPaH-
CILTAHTAIINIO CTBOJIOBBIX KJICTOK.

OHUM 13 TPUOPUTETHBIX HAIIPABJIECHUI B JICUCHUN MYKOIIOJUCAXAPU/I030B CYUUTAIOT FeHOTEPAITNIO. SHAUYNTEIbHbBIE YCIIeXU
JIOCTUTHYTHI 11PN UCIIOJIb30BAaHUM BUPYCHBIX BEKTOPOB B 3KCIIEPUMEHTaX Ha MBIIIaX ¢ MyKornosmcaxapugozom VII tuma.
OcHOBOIT TPOGUIAKTUKI MYKOIOJIMCAXaPUI030B SABJISACTCS MEIUKO-TEHEeTHYECKOe KOHCYJIBTHPOBAHUE CeMell M IpeHa-
TaJIbHAsS IMATHOCTHUKA C UCIIOJIb30BAaHIEM MOJIEKYIIPHO-TeHeTHYeckX MeTo10B (Hanpumep, JIHK-anarnoctukn). Pannss
JIMATHOCTUKA U CBOEBPEMEHHOE NATOTEHETUYECKOE JIEUEHNE MYKOIIOIMCAXaPUI030B IIPEAOTBPATAT UHBAIUAU3AIUIO (OJIb-
HBIX U OYIyT CriocOOCTBOBATD aleKBATHOU MHTETPALIMK UX B 0011ECTBO, a 3((HEKTUBHOE MEJAUKO-TEHETUYECKOE KOHCYIBTU-
pOBaHue ceMeil TI03BOJIUT CYIIECTBEHHO CHU3UTD YACTOTY HOBBIX CJIYYAeB ITUX TSDKEJIbIX HACJIEACTBEHHbIX 3a001eBaHUI.

Kimouesble ¢10Ba: 1130COMHbBIE GOIE3HU HaKOIJIEHWA, MYKOIIOJIMCaXapu03bl, CEPACYHO-COCYAUCTASA CUCTEMA, INAaTrHOCTU-
Ka, jieyeHue.
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Orphan diseases (mucopolysaccharidosis)
and damage of the cardiovascular system. Literature review

The paper presents literature data, outlining topical issues of the cardiovascular pathology at mucopolysaccharidosis. It
is damage to the heart and blood vessels, one of the cardinal signs of this pathology, that is often fatal. Cardiac pathology
is recorded in all types of mucopolysaccharidosis, but it is most significant for patients with three clinical variants of
Hurler syndrome, Hunter, and Maroteaux—Lamy syndromes. Typical signs of damage to the cardiovascular system in
mucopolysaccharidosis are thickening of the valves with the development of their dysfunction (while the severity of damage
to the left-sided valves is more pronounced), myocardial hypertrophy, conduction disturbance, coronary artery disease,
arterial hypertension. Many researchers emphasize the difficulties of clinical and functional examination of the cardiovascular
system in patients with mucopolysaccharidosis, which is due to the presence of physical and intellectual limitations in
patients, and a gradual symptoms aggravation. For the treatment of cardiovascular pathology at mucopolysaccharidosis,
medical and surgical methods are used, including enzyme replacement therapy and stem cell transplantation.

Gene therapy is considered one of the priority areas in the treatment of mucopolysaccharidosis. Significant progress in this
aspect has been achieved with the use of viral vectors under experimental conditions in mice with mucopolysaccharidosis type
VIIL. The basis of mucopolysaccharidosis prevention is medical and genetic counseling of families with subsequent prenatal
diagnosis using molecular genetic methods (eg, DNA diagnosis). Thus, early diagnosis and timely pathogenetic treatment of
mucopolysaccharidosis will help to prevent disability and adequate integration into society, and effective medical and genetic
counseling of families will significantly reduce the incidence of new cases of these severe inherited diseases.

Keywords: lysosomal storage disease, mucopolysaccharidosis, cardiovascular system, diagnostics, treatment.
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