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CUHOAPOM MAP®AHA
(KJIHIYHUN BUNALOK)

1.1. Katepenyyk!, |.®@. LLlymeiiko?

" [lonTaBcbKnii SepXaBHUA MEAUYHUIA YHIBEDCUTET
2 [lonTaBcbKnii 0671aCHNI KIIHIYHUIA MEAUYHNIT KaPLI0BACKYTIAPHWA LEHTD

Pestome. CTaTTa MiCTUTb aHani3 KNiHiYHOro BUMAAKY naiieHTa i3 cunapomom MapdaHa.
0Oco6nmMBICTIO KNiHIYHOTO BUNALKY € NEPLIOYEProBe YPaXKeHHs He a0pTanbHOro, a MiTpanb-
HOTr0 KnanaHa — HasBHICTHO Mpoianca MiTPanbHOro Knanaxa 3 4aCTKOBMM BipUBOM XOpA
Ta NiB06i4HOW aTpiomeranieto. HasBHi i iHwWi cturmn cuHapomy Mapdbana. MauieHTy 6yno
NpoBefieHO NPOTE3yBaHHA MITPaNbHOMO KfanaHa 3 TPAHCNOKaLie Ta NNacTUKOK NiBOro
nepeacepnd. Mpotarom 14 pokiB nauieHT noYyBaBCcs BiAHOCHO 3af0BifibHO. HUHILLIHE NO-
ripLeHHs CTaHy 3yMOBIEeHe NPOorpecyBaHHAM CepLeBOi HeJOCTaTHOCTI HA T/i MUTOTINBOI
apuTmii. KomneHcaLllii ctaHy JOCATHYTO 3aBAAKW NPOBEAEHHI0 MeUKaMeHTO3HOT Tepanil.
Kntovosi cnosa: cungpom MapdbaHa, nponanc MiTpanbHOro Knanaa.

Marfan syndrome (clinical case)

L.P. Katerenchuk' , L.F. Shumeiko?
' Poltava State Medical University
2 Poltava Regional Clinical Medical Cardiovascular Center

Abstract. The article presents an analysis of a clinical case involving a patient with Marfan
syndrome. A distinguishing feature of this case is the primary involvement of the mitral valve
rather than the aortic valve — specifically, the presence of mitral valve prolapse with partial
chordal rupture and left atriomegaly. Other stigmata of Marfan syndrome are also present.
The patient underwent mitral valve replacement with translocation and left atrial plasty. For
14 years, the patient remained relatively stable. The recent deterioration is attributed to the

progression of heart failure associated with left atrial fibrillation. Clinical compensation was
achieved through pharmacological therapy.
Keywords: Marfan syndrome, mitral valve prolapse. © I.1. Katepenyyk, 1.®. LLlymesiko
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CuHapom Mapdana (CM) — ue MynstucucTem-
He reHeTUYHe 3aXBOPOBAHHS, AKE YPXKAE CNONY4HY
TKaHUHy [8, 14]. MauieHTn i3 UM 3axXBOPIOBAHHAM,
K NPaBWJI0, BUCOKI Ta XyAi, 3 AOBIUMI PyKamm,
HOramu, NanbLsMmM PYK i Hir. BoHN Takox 3a3suyai
MatoTb HaJ3BIU4aANHO THYYKi CYriio6un Ta aHOMaIbHO
BUrHYTi Xpe6Tu. HancepinosHiLli ycKNagHeHHs cTo-
CYIOTbCA CepLs Ta a0PTK, 3 NiABULLEHUM PUINKOM
nposancy MiTpanbHOro KfnanaHa Ta aHeBpu3Mmu
aopTu. J1ereHi, oui, KiCTKK Ta 060M0HKA CMUHHOIO
MO3KY TaKOX 4acTO0 ypaXKaroTbCA. TAXKKICTb CUMIT-
TOMIB BapiabenbHa.

MpuénusHo B 1 3 5000 go 1 3 10 000 oci6
cnoctepiraetbcs CM. 3axBoptoBaHHsA Ha3BaHe Ha
4eCTb opaHLy3bkoro negiatpa AHtyaHa Mapdana,
AKUA ynepLie onucas 1horo B 1896 poui.

CM cnpuymnHenun myTadieto y FBNT, ogHomy 3
TreHiB, AKWUIA BUPOONse ibpuniH, Lo NPU3BOAUTD
[0 YTBOPEHHA aHOMAJIbHOI CMONYYHOT TKAHNHW.
Lle aBBTOCOMHO-I0MiHaHTHE 3aXBOPOBaHHS. [pu-
6n13HO B 75% BUNaaKiB BOHO yCNaAKOBYETbCA
Bif, 6aTbKiB i3 LKUM 3aXBOPKBAHHAM, TOLi AK
npuénusHo y 25% ue Hosa myTauis. [iarHos
4aCTO PYHTYETLCA HA KpUTEPiaX [eHTa, CiMeAHOMY
aHaMHe3i Ta reHeTMYHOMY TEeCTyBaHHI (aHanisi
[OHK) [3, 10], npu4yomy reHeTuyHi 0CO6NBOCTI
MOXYTb BU3HA4YaTI 0COONNBOCTI NCUXIHHOrO CTaHY
i CXUITBHICTb L0 TPUBOXHOCTI Ta genpecii [19].

Hemae KOHKPETHO BM3HA4YEHUX MeanKameH-
TO3HMX 3ac006iB Ans nikysaHHs CM. MepeBaxHa
6iNbLWiCTb 0CI6 i3 UMM PO3/1afoM MaKTb HOP-
ManbHY TPMBANICTb XXNUTTA 33 YMOBM HaNeXXHOro
CUMNTOMATUYHOTO NiKyBaHHA, AKe 4acTO BKJ0-
4ae BUKOPUCTAHHSA 6eTa-6Nn0KaTopiB, Takux aK
nponpaHonon abo aTeHonon, abo, SKLI0 BOHK
He MepeHoCATbCS, 6/10KaTOPIB KaNbLieBMX Ka-
Hanis 4u iHri6iTopis AN®. Moxe 3HagobuTncs
Xipypri4yHe BTPYHaHHS [N BiJHOB/IEHHA a0pTU
a60 3amiHW cepleBoro knanaxa. MNauieHtam i3
LIMM 3aXBOPHOBAHHAM PEKOMEHAYETbCA YHUKATH
BaXKNX (DiSNYHMX HABAHTAXKEHb.

OaHak y HK3Li BUNAAKIB LI 3aXBOPHBAHHA
nepeb6irae He 3a 3BMYANHUM CLEHapieM, NPo Lo
CBiAYNTb ONUCAHWUIA HAMW BUNALOK.

Onuc kniHiyHoro Bunaaky

MauieHT H., 1961 poKy HapOmXeHHs, Ha-
LiNLOB HA CTalioHapHe NnikyBaHHA go Mon-
TABCbKOro 0611aCHOr0 KMiHIYHOro MeAnYHOro
KapaioBackynapHoro ueHtpy 30.04.2025 poky
nicnsa camo3BepHeHHN. CKapru Ha BUPAXeHY
3aauMLWKy npu isnYHOMY HaBaHTAXXEHHI Ta B
CTaHi CNOKO0, CTUCKAKYWIA 6inb Y AiNSHLI cepus
Tpueanictio 4o 10 xB, HABPAKN rOMINOK i CTYNHEN,

A TaKOX NifiBULLEHHS apTepianbHOro Tucky go 170/
100 mm prT. CT.

[cTOpis 3aXBOPIOBAHHA PO3MNOYNHAETLCS Y
2010 poui, konu BnepLue 3’aBunacs 3afnLuka, aka
MOCTYNOBO HapocTana. 3BepTaBcs No MeANYHY [0-
nomory, NpoBOANNOCS CUMNTOMATUYHE NiKYBAHHS.

Y 2011 poui, y 38’A3KY 3 MOTiPLUEHHAM CTaHy,
HaAiNLLOB Ha 06CTEXEHHSA i NiKyBaHHA [0 MonTas-
CbKOro 06/1aCHOM0 KNiHIY4HOTO KapA4ionori4Horo
Jaucnascepy, ge nicnsa npoBefeHMX LOCNiJKEHb
OyB BCTAHOBJIEHWIA NONEPEAHiR fiarHo3 — CUHAPOM
MapdaHa, nicns 4oro natieHT 6yB CKepOBaHUIN Ha
KOHCynbTauito B HII cepueBo-cyanHHOT Xipyprii
im. M.M. Amocosga.

3rifHO 3 KOHCYNbTaTUBHUM BMCHOBKOM Bif
16.02.2011 poKy nauieHTy 6yB BCTaHOBNEHMIA
niarHo3: Cudapom Mapdhana. Mponanc mMitpanbHoro
KnanaHa 3 BUpaXKeHo0 MITpaNibHOK HeLJOCTaTHICTIO
(32 paxyHoK 4acTkoBoro 06puBy xopg). Murotnnsa
apuTmis, noctinHa popma. CH 1A cT. byno pekomer-
JI0BaHO OnepaTuBHE NiKYBaHHS, i 3rigHO 3 4eprot
nawieHta rocnitanisysanu Lo KNiHiku [HCTUTYTY
cepueso-cyauHHoi xipyprii 22.03.2011 poky, ae
BiH nepeodysas 10 05.04.2011 poky.

22.03.2011 poky nauieHTy 6yno npoBeneHo
0nepaTuBHE BTPYYAHHS — NPOTE3YBaAHHA MITPATb-
HOrO KJianaHa 3i 36epeXXeHHAM 3a[iHbOi CTYNKK,
TPaHCoKalig Ta nnacTuka nisoro nepeacepns
(Bunucka 3 ictopii xsopo6u Ne 1515). Micnso-
nepauiiHunii nepion nepe6iraB 6e3 yCKnaaHeHb.

22.03.2011 — bionciviHe JocigkeHHS onepa-
LifiHOro marepiany — 3MiHu MiTPa/IbHO0 Knanana,
10BSI3aHI 3 ANCNA3IEI0 XOPAabHOIo anapary 3 BTo-
DPUHHUM TEMOJNHAMIYHUM NOLLKOIXKEHHSM CTYJI0K.

Mpu 06’€KTUBHOMY OOCTEXEHHI: MauieHT
aCTeHIYHOi TiNo6ynoBK. Big3HavyatoTbCs: apax-
Hofaktunia (puc. 1), gyronofi6He nifgHe6iHHS
(puc. 2), ponixocteHoMenis (LOBTi KiHLiBKM Mo-
PiBHAHO 3 Tyny6om) (puc. 3). LUKipa HopManbHOI
BOMOrOCTi, 3B14AAHOI0 KONLOPY, TYProp HopMasb-
HWiA, HABPAKITICTb TOMINOK i CTynHeir. Cnn3osi
000M0HKM 611iA0-poXeBi. MepudhepuyHi nimgaTnyHi
BY3/IM He nanbnytoTbcs. [PyAHa KniTka gedop-
MOBaHa — rpyAononepekoBuii Ckoio3 (puc. 3).
[onocoBe TPEMTIHHA 3BWYANHOI IHTEHCUBHOCTI,
NePKYTOPHO — ACHUI NereHeBnii 3ByK. AyckyrbTa-
TUBHO — BE3UKYNSAPHE AUXaHHs. [aTonoriyHi anxanb-
Hi LLYMK BiACyTHI. JTiBa Mexa cepLieBoi TynocTi — Ha
2 CM 30BHi Bif N1iBOi CepeLMHHO-K0YUYHOI NiHii B
5 MiXpebep'i, npasa i BepxHs — BiANOBILAKTb HOPMI.
ToHM cepLs apUTMiYHi, MUTOTIMBA aPUTMIsl, 3BYYHI.
4YCC — 86 3a xBununHy. YactoTa nynbcy — 72 3a
xBunuHy. AT —110/70 MM pT. CT. XKUBIT 3BU4aNHOI
KOHQirypaLii, 6epe y4acTb B aKTi AUXaHHS, Npu
nepKycii TMMnaHivHniA 3ByK. Mpu NoBepxHeBiii Ta



rn6OKii nanbnawii 60/1K040CTI He BUABNEHO. [Te-
4iHKa Ha 2 CM BUCTYNaE 3-MiJ NpaBoro pe6epHoro
Kpato. CenesiHka He nanbnyeTbesi. bonoyocTi Wwoa0
OMOPHO-PYX0OBOT0 anapary He BUABIEHO.

B ypreHTHOMY nopsAKy nauieHTy npoBOAATb
NnabopaTtopHO-iHCTPYMEHTaNbHI JOCNIIKEHHS:

30.04.2025 3aranbHuii aHania Kposi: epu-
TpounTn — 3,99x10'%/n1, remorno6iH — 117 r/n,
[UOE — 10 mm/rop, Tpom6ouuntit — 193x10%n,
nenkountn — 6,07x10%n, 6azodpinn — 1%,
e03nHoinn — 1%, HelTpodinu: wHIi — 0%,
nannykosagepHi — 3%, cermeHToaaepHi — 61%;
nimgounTm — 27%, MOHOUNTN — 7%.

30.04.2025 D-gumep — 0,56 mr/n.

30.04.2025 Harpiin — 140,6 mmonb/n, xno-
pnan — 97,7 mMmonb/n, kanbuin — 1,1 mmons/n,
pH — 7,54.

30.04.2025 MpoTpombiHoBui iHaekc — 93%,
MHO — 1,37 0, aKTUBHICTb NMPOTPOMOIHY 32
Keikom — 44,9%, A4TB — 30,05 c.

30.04.2025 bioximi4HKii aHani3 Kpos.i: 3a-
ranbHuin 6inipy6iH — 40,12 Mmonb/n , NpaMun —
14,36 MMonb/N, 3aranbHWiA 6iNoK — 67,5 MMOrb/N,
XONecTepuH — 3,79 Mmonb/n, Tpurniuepuan —
0,84 mmonb/n, ce4oBuHa — 6,13 mmonb/n,
ACT—25,2 On/n, ANT — 28,4 0n, /n, roko3a —
4,82 MMOnb/n, KpeaTuHiH — 84,9 MKMOSb/N.

Y npuiimansHOMY BifAiNneHHi KaphioueHTpy
3a pesynbTaTamy AOCHiIAKEHb BCTAHOBMIOWOTh
nonepeaHin giarHo3: TENA, kniHiyHo. CTaH nicns
NpoTe3yBaHHA MITPANbHOr0 KNnanaHa 3 BiipuBeom
Xxopau 3agHboi ctynku (2011). MNMomipHa Tpu-
KycnifanbHa HeflocTaTHicTb. [unarayia nisux 1a
npasux BigAinis cepus. TAXKa gunarawis nisoro
Ta npaBoro nepeacepas. 3Ha4HO 3HUKEHA CUCTO-
niYyHa YHKLiA NiBOro wnyHoyka. ®B — 38%.
Po3lnpeHHs BUCXiAHOMO BigAiNy aopTn 1a ayru
aoptn. CTJIA — 65 MM pT. CT.

Pucynok 1
ApaxHoaakTunis B nauieHta H.

TEPAMEBTUKA / IM. NPO®. BEPEXXHNLIbKOr0 M.M., TOM 6, Ne 1, 2025 | 33

PucyHok 2
[yronopai6He nifgHe6iHHSA B navieHTa H.

PucyHok 3
[lonixocTeHomeranis i rpyaononepekoBuii ckoniod y nauieHta M.
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MocTitHa dhopma pibpunauii nepeacepmsb,
TaxicuctoniyHuir BapiaHt, CHA,DS,-VASc, CH,
ctagia G, XCH [IA-b.

Y nojanblui AHi nepebyBaHHs B CTauioHapi
Oynu NpoBeeHi Taki KNiHiko-nabopaTopHi 06-
CTEXEHHS:

01.05.2025 Hesponor — XpoHi4Ha Hempo-
CEHCOpPHA npurnyxosarticTb | CT.

01.05. CepueBo-cyanHHUA Xipypr — Xipyp-
rYHOT KOpEeKLii KnanaHHMX Ba Ha MOMEHT 0rnsagy
He noTpeobye.

02.05.2025 MynbtucnipanbHa KOMM'HOTEPHA
aHrionynbMoHorpadis. CtaH nicns TopakoTomii.
HacTuHM TPYOHUHK 3iCTaBfeHi, apTedakTyn Bif
MITPanbHOr0 KnanaHa, ApioHi WinbHi AiNAHKW No
nepegHin cTiHui aopTw. licns B/B KOHTPACTYBaHHA
nereHesuint CToBOYpP (TOBLUMHA 33 MM), npasa Ta
nisa nereHesi apTepii (TOBWMHA NPaBOpPyY —
30 MM, niBopy4 — 26 MM) 3aNOBHUIUCA KOHTPACT-
HO0 PEYOBUHOI0 3aJ0BISTbHO, 1eIEKTIB 3aMOBHEHHSA
KOHTPACTY B apTepisiX 4aCTOK, CErMeHTapHMX, Cy0-
CerMeHTapHMX apTepiil He BUSABSIEHO 3 060X OOKIB.

YUWinbHEHHS, NOTOBLLEHHS CTIHOK GPOHXIB.
PiauHa B nneBpanbHiin NOPOXHWHI 3 060X BOKIB,
LUIMpUHA CMYXKK npasopyd — 21 mm (200 mn).
PignHa B NOPOXHWHI nepukapna, WupnuHa cmy-
XKW — 6 MM,

JlereHeBuit MantOHOK NOCUIIEHWIA | 4eddOpMO-
BaHMil. Tpaxes, rofoBHI GPOHXM BiflbHO NPOXiAHi,
CTIHKM HEpiBHOMIpPHO yulinbHeHi. Mexi cepus
306iNbLUeHi 3a paxyHoK 060x Bigainis. Jlimghosy3anu
CepefioCTiHHA — 5-6 MM Yy HalMeHLLIOMY JiaMeTpi.
LLinpnHa BMUCXiAHOI a0PTW Ha PiBHI CUHYCIB —
35 mm, nerenesoro ctoséypa — 38 mm. LWupu-
Ha ayrm — 28 mm. HucxigHui Bigain rpyaHoi
A0pTN — 22 MM, YepeBHOI — 22 MM. KanbLuHauis
He BUSABNAETLCA, NPOCBIT A0PTU HE 3BYXEHUN.
[inKu aopTu He 3MiHeHi. KanbLuuHaLif CTiHOK
aopTu, BENUKMX apTepii, KOPOHApHNUX apTepin.
Y KiCTKOBOMY NMPOMiXKY Bifl3Ha4at0TbCs AereHe-
paTUBHO-AMCTPOMIYHI 3MIHU TPYAHOrO Bigginy
xpeobTa.

BucHoBok: KT-03Haku npaso6i4HOro rigpo-
TOpakcy, 6POHXITY, AiNAHOK Pibpo3y B NEreHsx,
aTepoaopTOKOPOHAPOCKEPO3y.

05.05.2025 KpeaTuHin
113,3 MKMOnb/N.

05.05.2025 MNMpoTpombiHoBUI iHAEKC — 92%,
MHO — 1,31 Of, aKTMBHiCTb NPOTPOMOIHY 3a
Kgikom — 49,0%, AHTB — 25,9 c.

06.05.2025 3aranbHuii aHanis cedi: co-
NOM’AHO0-)XX0BTa, NP0o30pa, nutoma sara— 1015,
pH— 6,0, 6inoK — cniau, rniKo3a — BUSBIIEHA.

06.06.2025 OKynicT — XpOHiYHa KaTapakTa
060X 04el. AHTiOCKNEpO3 CYAWH CiTKIBKM.

KpOBi

06roBopeHHA KNiHiYHOro BUNAAKY

[CHYE LUIMPOKWIA fliana3oH KNiHI4HOT TAXKOCTI,
nos’a3aHoi i3 CM, no4ynHawum Bif i301bOBAHUX
03Hak CM [0 HeoHaTanbHWUX NPOSBIB BaXKOro
Ta WBWKONPOrpecyyoro 3axsoptoBaHHs, L0
OXOMJIKE feKinbka CUCTEM OpraHis [6].

3a3BmMyail CUHAPOM aCOLIHOETLCA 3 KNTACUYHU-
MW O4YHUMU, CEPLEBO-CYAUHHUMU T2 ONOPHO-PY-
XOBMMM aHOMaANiSIMU, X04a TaKOX MOXe MaTw
MiCLLe YPaXXeHHS nereHb, WKipW i LeHTpanbHoi
HEepBOBOI cucTemu [5].

3MEHLLEHHS 04iKyBaHOI TPMBANOCTI XUTTA
BiZI6YBAETLCA NEPEBAXHO Yepe3 aopTalbHi yCKaa-
HEHHS, BKJI04at041 Aunarauito Ta poswapyBaHHs
KopeHs aopTun [13].

MavieHTn i3 CM LeMOHCTPYHOTb YUCNEHHI
nedpopmadii ckeneta, BKN0YaKyy A0NIXOCTEHO-
Menito (AOBri KiHLIBKYM NOPIBHAHO 3 Tyny6OM),
apaxHOAaKTUNIO (aHOManbHO OB Ta TOHKI narb-
L), rpyaononepexkoBuii ckonio3 Ta gedpopmadii
rpygHoro m’sasa (excavatum i carinatum) [18].

HaiyacTiwmmmu nposiBamu ypaxxeHHs cepue-
BO-CYIMHHOI CUCTEMN € a0pTarnbHa peryprirayis,
Aaunarauis Ta aHeBpuamm aoptu [12].

TakoX MOXe BUHUKHYTM Nponanc MiTpanbHoro
Knanasa.



OYHi 03HAKM BKNIOYAKOTb BMBMX KPWLLTANM-
Ka, KaTapakTy, KOPOTKO30piCTb i BifjLlapyBaHHA
ciTkiBkm [11].

CneuianbHux nabopaTopHMX TECTIB, OKPiM
MONEKYNAPHO-TEHETUYHOTO, AN AiarHocTukn CM
Hemae [2]. CneuniyHOro nikyBaHHA CUHAPOMY
MapdaHa He iCHye, 0JHaK KOHKPETHi BTPYy4aHHA
MOXXYTb NOKPALLUNTM NEBHI aCNEeKTU CUHAPOMY.

MeankameHTO3Ha Tepanis 6eta-610katopamu
T2 IHWMMW areHTamu, L0 3MEeHLUYITb NOCTHABaH-
TOKEHHA, CPAMOBAHA HA 3MEHLLEHHS HaBaHTa-
)KEHHS Ha a0pTalbHUIA KNanaH, MiTpanbHWiA Knana
i KopiHb aopTn [16]. porHo3 nokpallyeTbcs 3a
YMOBW pPaHHbOi AiarHOCTNKU, CBOEYACHOI0 MeJin-
KaMEHTO3HOTr 0 NiKyBaHHSA 3 METOH) YNOBIfIbHEHHS
a60 3ano6iraHHA NPOrpecyBaHHI0 Aunaralii aopTu,
a TaKoX Mpu BYaCHOMY NIAHOBOMY XipypriyHOMy
BTPYYaHHI.

BeaxaeTbcq, wo cuHapom Mapdana € npu-
YMHOK po3LapyBaHHs aopTu B 50% nauieHTis
Bikom 10 40 pokiB, TOAI K Cepen nawieHTiB cTap-
LUOrO BiKY Lieli NOKa3HMK CTAHOBUTL Jnwe 2%, i
pO3LUapyBaHHA a0PTN He (DIKCYETbCS B XKOAHOI0
nauieHTa Bikom noHap 70 pokis.

PosLapyBaHHio Ta pO3pMBY aopTu MOXHA
3ano6irty B nauieHTiB i3 CM wnaxom 3amiHu
BMCXigHOT aoptu. lMpodinakTnyHe onepaTuBHe
BTPYYaHHS PEKOMEHA0BAHO NPU AOCATHEHHI Ai-
ameTpa BMCXiJHOi a0PTW Ha PiBHi CUHYCIB a0pTm
5,0 cm. BBaXaeTbea, L0 NaLieHTH 3 AiaMeTpoMm
aopTN MeHLLe 2,75 CM/M2 MaKoTb HU3bKNIT PU3NK
po3LapyBaHHs, NauieHT 3 fiaMeTpoM aopTu
Big 2,75 no 4,24 cm/M?> — NOMIpHWUIA puU3uK, a
nauieHTn 3 fiameTpom aoptu binbLie 4,25 cm/m?
MatoTb BUCOKMII pu3nK. Po3liapyBaHHs aopTu
B CIMENHOMY aHaMHe3i, 36iMblUEHHS 4acTOTH
pO3LUNpPEHHS a0pTK (BiNbLUe 2 MM Ha piK), BaXKa
perypriTaLis aopTanbHOro KnanaHa 3 po3LmnpeH-
HAM NIBOrO LUSTYHOYKA Ta BiJHOCHA MOX/NBICTb
NPOBEJEHH: onepawii 3i 36epeXXeHHAM KnanaHa
a0pTN TAKOX € NOKa3HWKaMu Ans PaHHbOro Xi-
PYPriYHOro BTPYYaHHS

Y Haloro nmawieHta No4YaTKoBO 3MiH aopTy,
XapakTepHux ansg cunapomy MapaHa, BUsBIeHO
He 6yno. | HaBiTb 3 NIMHOM Yacy i Nif 4ac HUHiLL-
HbOT rocnitanisauii 3miH, aki 6u noTpebysanu
XipypriYHOT KOpeKLii a0pTaibHOrO Knanaxa, He
BUABJIEHO. BoiHOYAC Yy nawieHTa Ha noyaTky
3aXBOPIOBAHHSA BUSBNEHO MPONANc MiTpanbHOro
KfnanaHa 3 4aCcTKOBMM BifipYBOM XOpPf, a TaKOX
36inbLUEHe NiBe Nepeacepas, Lo, Ha HaLl NOrnag,
3YMOBMJI0 PO3BUTOK (PibpunsLii nepeacepasb.

3rifHo 3 AaHUMuW niTepatypu, nponanc mit-
panbHoro knanaHa (MMK) sussnsetbes B 40-54%
nauienTis i3 CM [15].
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OcKinbKu Npofianc MiTpanbHOro KnanaHa
pO3rnafaeThca K HecneuudiyHa o3Haka, y
CUCTEMHIN OLiHLI BiH BPAXOBYETLCA NULLE AK
oauH 6an. Yactota nponancy npu CM 3pocTae
3 BIKOM i yacTille TpannfeTbCca B XKIiHOK. TakoxX
MOXXe BUHWUKHYTU Npofianc TPUKycnifanbHoro
knanaHa. Mauientu i3 CM i nponancom mitpasns-
HOr0 KyianaHa matoTb nerky perypritaito [15]. Y
HaLLIOro naLieHTa nponanc MiTpanbHOro Knanaxa
CYNpOBOAXYBABCSA BiAPUBOM X0P[, L0 Ha noyaT-
Ky 3aXBOPHOBAHHSA CTAHOBWMO 3arpo3y panToBoi
CcMepTi Ta noTpe6yBano HeBifKNamHOT XipypriYHol
KOpeKLUii MiTpanbHOi Baan.

[liicHO, 4aCcTO B TaKMX NALiEHTIB NOTipLLIEHHS
perypritauii 3yMOBJiIeHe CMOHTAHHUM PO3PMBOM
CYXOXWJIbHOI XOPAN a60 iHeKUinHUM eHo-
kapauTtom. CepLeBa He0CTaTHICTb, CIPUYIHEHA
nponancom MiTpanbHOro KnanaHa i MiTpanbHo
perypritauieto, € 0CHOBHUM [)Kepesiom 3axBo-
PIOBAHOCTI Ta CMEPTHOCTI B ManeHbKnX AiTen 3i
weuakonporpecytodum CM. BigcyTHicTb nomipHoi
a60 6inbLUOi MiTpanbHOT perypritadii yepes 5, 101
20 pokiB CTaHOBUTb NPUBSIN3HO 95%), 89% i 69%
BignosigHo [4].

MauienTn i3 CM MOXyTb MaTi Kapaiomionatito
3 [BOLUSTYHOYKOBUM PO3LUNPEHHAM i MOMIPHOK
CUCTONIYHOK ANCAYHKLieto [1]. Y nauieHTiB Moxe
BUABNATMCA PO3LLUMPEHHS NPOKCMMANbHOrO Biaginy
BUCXi[IHOI a0PTKW, NPOKCMMANbHOrO BifAiNny ronos-
HOT JIereHeBoi apTepii, NOTOBLUEHHA Ta nNponanc
aTpiOBEHTPUKYNAPHUX KNanaHis i kanbuudikadlis
MITPaNbHOro Kinbus.

XapakTepHOt 0COBNMBICTIO KNiHIYHWUX NPOSBIB
Y HALLOro nawieHTa 6ynu HasBHICTb NLLE Nponancy
MITpanbHOro KnanaHa, 4acTKOBWii BiipuB XopA Ta
niea aTpiomeranis.

MauienTn i3 CM MarTb HaAMIPHWIA NiHIAHNIA
PiCT AOBIMX KIiCTOK i B'ANICTb Cyrno6is. [eski
MatoTb 3HWXEHY PYXNUBICTb CYrno6is, 0co6n1Bo
nikTa T2 nanbuis. Jlroamn i3 CM Buwli 3a 3aranb-
HYy nonynauito [7]. Y HUX HenponopLiliHo JOBri
KiHLiBKM MOPIBHSHO 3 AOBXWHOW Tyny6a abo
JonixocteHomenis. MalieHTn 3a3Buyan MarTb
APaxXHOAAKTUMI0 3 NO3UTUBHUM 3HAKOM BENINKOTO
nanbLs, KOnW BCS AncTanbHa gpanaHra BUcTynae
32 Mexi NiKTbOBOro Kpat CTUCNOro Kynaka. Y na-
LLIEHTIB TAKOX BUABNAETHCSA NO3UTUBHWIA CUMNTOM
Ha 3an’CTi, KON BEPXHSA YaCTWNHA BEJIMKOrO Nasib-
Ui NOKPWBAE BECb HIr0Tb M'ATOr0 Nasbus, KOu
BiH 00€pTAETbCA HABKOJSIO KOHTpanarepasnbHoro
3an’actq. [Ang CM 3a3suyaii xapaktepHa pectus
carinatum a6o pectus excavatum. Takox 4acTo
cnocTepiraetbcs pes planus, abo aeopmadis
M0CKOCTONOCTI, LU0 CAPUYUHEHA PO3CNA6NEHHAM
3B’A30K Ta NPU3BOAUTH L0 AOBLUMX i BYXKYUX
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CTOM, HX Y TIOAUHN i3 CepeiHiMU aHATOMIYHUMK
napameTpamu.

lMauieHTn 3BepPTaAOTLCS 3 AiarHOCTUHHUMU
03HakKamy CKOMio3y, BKJIOYAK4M BEPTUKANIbHY
pisHuLto B 1,5 cM MiX niBuM i npasum pedpamu
HaniBrpyoHoi KNiTKK Ta KyT Ko66a LoHanmeHLe
20°. A0 cKonio3 BifCYTHIN, MOXHA po3rnaga-
TV nepebinblueHe KipoTuyHe rpyaononepekose
BUKPUBNEHHA XpebTa, Ke MOXe AOMOMOrTH B
JiarHocTuui CM.

[liicHo, y Halworo nauieHTa Big3Hadvanucs
Maixe BCi BULLE3a3HA4YeHi 03HaKKU — f0MiXocTe-
HOMeNis, apaxHo4akTunis, rpyaononepexkosni
CcKonio3 Ta ocobnuea hopma Yepena 3 ayrono-
JIGHUM NigHEeBiHHAM.

LLopi4He opTanbMONOri4He 06CTEXEHHS pe-
KOMEH0BaHO BCiM nauieHTam i3 CM, oCKinbKu
eKTOMis KpULITaimka — OfiHe 3 XapaKTepHMUX
YCKNafHeHsb, Lo cnocrtepiraetbcs B 50-80% Bu-
nagkis. [liarHOCTYETbCSA NPW AOCNIMKEHHI Ha LLi-
NUHHIA Namni Nicns MakcUManbHOro PO3LWNPEHHSA
3iHWLI; KpMLITANIMK 323BMYaN 3MiLLEHUIA JOTOPY i
CKPOHeBO. [HLWi 04Hi 3Haxigku npu CM BKII04atoTh
MNOCKY POriBKY, BifiLlapyBaHHA CiTKiBKU, rnay-
KOMY Ta PaHHE YTBOPEHHSA KaTapakTu. Y HaLIoro
nauieHta He 6yno BUABUIIM O(PTASIbMOSIOTiYHUX
03HaK, NnpuTamaHHux cuHapomy Mapdana.

SIK 3a3Ha4eHO B pekomeHmauiax AMepuKaH-
CbKOT0 KOnemxy Kapaionorii / AMepuKaHcbKol
KapaionoriyHoi acouiaLii / AMepuKaHcbKoi acoui-
auii TopakanbHoi xipyprii (ACC/AHA/AATS) wogo
rpyaHoi aoptu 2010 poky, 6eTa-6nokatopu pe-
KomMeHayTbesa fopocnum i3 GM Ta aHeBpu3Moro
a0PTM ANS 3HWXKEHHA 4acToTU gunaTavii aopTu.
beTa-6n0KaTopn 3HWXYOTb CKOPOUYBanbHY 3[aT-
HiCTb MiOKapaa Ta NynbCOBWUIA TUCK | MOXYTb
MOKPALLMTKX eNnacTUYHi BSIACTUBOCTI a0OpTW B Naui-
€HTIB i3 liaMeTPOM KopeHs aopTu MeHLLe 40 Mm.
MeankameHTO3He NikyBaHHS PEKOMEHA0BaHE nalli-
€HTaM i3 PO3LUMPEHHAM KOPEHS a0PTH, HASBHICTIO
CiMENHOro aHamHe3y Takoro po3LKnpeHHs abo
BUSABMEHHAM MYTaLii, aCOLiN0BaHOI 3 NaTONOTIEH
aopTtu. Heo6XigHO Kopuryearti 403yBaHHs, W06
NiaTPUMYBATM YaCTOTY CEPLEBMX CKOPO4EHb Nicns
CyOMaKCMManbHOro (i3n4HOro HaBaHTaXKeHHA
MeHLwe Hixx 100 ya/xB y AOPOCHNX i MEHLe HiX
110 yn/xB y AiTeir. Xo4a nponpaxososn 6ys nepimum
6eTa-6/10KaTOPOM, AKWIA NPOJEMOHCTPYBAB yNo-
BifIbHEHHS PO3LLUMPEHHSA a0pTu, Npenapartu GinbLu
TpuBanoi fii, Taki K ateHonon i MeTonponon,
TaKOX pO3rnafarThes K ePeKTUBHI Tepane-
BTWYHI BapiaHTu. Jla6eTanon BUKOPUCTOBYEThCH
Cepef BariTHUX XXiHOK, OCKiNbKI aTEHOMNON MOXe
noripLwuTy picT nnoja.

Monpu 06MeXeHiCTb AaHuX, [O0AaBaHHS 6110-
Katopa peLenTopis aHrioTeH3uHy Il fo Tepanii 6e-
Ta-6/10KaTOpPaMM MOXXE YMOBINbHUTYU LWBUAKICTb
PO3LUNPEHHS KOPEHS aopTu B nauieHTiB i3 CM,
npo o ceigy4atb pekomeraauii ACC/AHA/AATS
2010 poky. bnokatopu peHiH-aHTiOTEH3NHOBOI
CUCTEMU MOXYTb MOJErWNTI KIiHIYHI NPOSABK
CM, 6nokytoum nepepady curdany TGF-B. Cnpust-
NUBI €DEKTU iHTiBITOPIB aHTIOTEH3UHNEPETBOPIO-
toqoro doepmenTy (AN®) npu CM NOACHIOKTHCS
LeHTPasIbHUM KOHTPOJIEM apTepiaibHOro TUCKY
Ta 3MEHLIEHHSAM XOPCTKOCTI CTiHKM aopTun. Y
HepaHAoMi3oBaHOMY pocnigkeHHi 2005 poky
nauienTun i3 CM, aki otpumysanu inriéitop ANo,
NPOAEMOHCTPYBANN Kpalli pe3ynbTati wopao
LIBWAKOCTI POCTY @0PTU NOPIBHAHO 3 TUMU, XTO
0TpUMYyBaB Tepanit 6eta-afpeHo60KkaTopamm
npotarom 3 pokiB. AHrioTeH3uH |l ctumynioe
nposidepauito KNiTWH rnagkoi Myckynartypu,
nocune iépos, nocnabnoe eKCnpecito me-
TanonpoteiHas (MMP-2 i MMP-9) i ameHwwye
anonTo3 Yepes 3B’A3YyBaHHA 3 PELIENTOpPaMM aH-
rioteHsuHy 1-ro tuny (AT1) y cTinui aoptu. JaHi,
OTPUMAHi Ha TBAPUHHMX MOLENAX, CBiA4aTh NPO
Te, L0 aHTaroHicTu peuentopiB AT1 3HUXKYIOTb
piBeHb TGF- i MOXyTb 3ano6irT natoreHesy
CM. NosapTtaH y kombiHauii 3 6eTa-610kaTopa-
MW YMOBINIbHIOE NPOrPeCcyBaHHA PO3LLUNPEHHS
KOPEHA a0pTu ePEKTUBHILLE, HIXX MOHOTEpanis
6eta-6nokatopamu B nauieHTiB i3 CM. IcHyt0Tb
[0[ATKOBI JOKa3n Cepef JOPOCHUX NaLieHTIB
i3 CM, wo no3apTaH 3aTpuMy€e PO3LLUNPEHHA
HaTUBHOTO KOPEHS a0PTW Ta 3MEHLYE PO3LLUN-
PEHHA Oyru a0PTW B NaLiEHTIB i3 MONEPeLHbOH0
3aMiHOK KOpPEeHs aopTu.

BucHoBKHM

JiarHo3 CM rpyHTYeTbCS Ha XapaKTepHUX
nposiBax, OA4HAK CNif BPaxoByBaTH, LU0 B OKPEMUX
BUNAAKaX BiH Mae iHAWBIAyanbHi 0CO6NNBOCTI,
30Kpema 6e3 aunartauii/posLwapyBaHHs Kope-
HA a0pTU Ta eKTONii KpUwWTanuka, HaToOMiCcTb
NposABNAETLCA NPONANCOM MiTPanbHOro Kna-
naHa 3 YaCTKOBWM BipWBOM X0pf, NiBOBGIYHO
aTpiomerarnieto, NpM4OMYy He BCi JiarHOCTUYHI
KNiHIYHI 03HaKNM MOXYTb npossnatuca. lpo-
TArom 14 pokiB nauieHT No4yBaBCH BiAHOCHO
3a[0BinbHO. MOTipLWIEHHSA CTaHy 3yMOB/EHE
NPOrpecyBaHHAM CEpLEBOi HEJOCTATHOCTI Ha
TNi hibpunauii nepeacepasb.

CM — ue ceprno3He XpOHiYHe 3aXBOPIOBAH-
HA, AKe He NigfaeTbes NiKyBaHHKW. Y 3HaYHOI
KiNbKOCTI MaLieHTiB PO3BMBAOTLCA HEOE3MEYHI



L9 KUTTS YCKIAAHEHHS, TaKi 1K aHeBpu3mu Ta
po3LlapyBaHHA aopTH, BifWAPYBaHHA CITKIBKM,
aopTanbHa perypritauisa n gecpopmadii rpygHoro
m’a3a [17]. Y NnikyBaHHi Ta MOHITOPUHTY CTaHy
nauieHtis i3 CM i noB’a3aHuMmn 3 HUM YCKNaAHEH-
HAMMW NOBUHHA 6paTy y4acTb MXAUCUUNITIHAPHA
KOMaHAa, [0 CKIaay fKoi BXOAMTb CIMEHNIA nikap
i3 N0AanbLUUMM HanpaBNeHHAMU [0 KapAionora,
KapaioTopakanbHOro xipypra, opranbmonora 1a
oprorneja.
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CimenHi nikapi noBuHHi 6yTN 06i3HaHI L0A0
NiKapCbKuUx 3aco6iB, SIKUX CNif YHUKATW naui-
eHTam i3 CM. PeabiniTonorn noBuHHi HagaBatu
nauieHtam i3 CM pekomeHgauii o0 6e3ne4HOT
(hi3MYHOT aKTUBHOCTI, YHUKAIO4M BNpPaB BUCOKOI
iHTEHCUBHOCTI. KNO4OBUM MOMEHTOM € PETeSib-
HEe CMOCTEPEXKeHHS Ta MOHITOPUHT YCKNAAHEHb.
HneHn MiKOMCUMNAIHAPHOI KOMAHAM NOBUHHI
CMiNKYBATNCA OANH 3 OHUM, LL0O NaLiEHT 0TPMMaB
ONTUMANbHUIA CTAHLAPT NiKyBaAHHSA.
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