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2JIbBiBCbKWI HaLliOHaLHVI Meau HWi yHIBepcuTeT iMeHi [annna lamipkoro

CuHpgpom MapdaHa: oocnipgKeHHs
nauieHTiB nicnga onepakwii 3 npueoay
rocTporo poswapysaHHfl aHEeBPU3MHU
BUCXIAHOrO BiaAiNy aoptu

Ob6crexero 38(27 wonosikis, 11 xinok) xBopinia cuHapomom Mapdgana sikom 22-70 poxie( cepenHii Bik— 42,2+13,6 poky).

Xsopi npooneposadi 8 nepiog 1996-2012 pp. 3 npyuBo4y aHEBPN3MK BUCXIAHOO Bigimy 40PTW i3 3aMIHCI0 BUCXIGHOT
aopTn i a0pTanbHOro knanaxa (onepadis berranna) B HauioHansHOMY IHCTUTYTI CepLIEBO-CYanMHHOI Xipypril imexi M. M. Amo-
coBa HAMH Ykpainu (Kuis). Cepentiii Bik nauieHTis Ha MOMEHT oriepawii ctavosue 36,7+ 12,5 poxy. Yci xsopi npoonepo-
BaHri YPreHTHO 3 NPUBOLY PO3LLEPOBYIOYOT AHEBPU3MI BUCXIAHOMO 8iAAiny aopTH 3i 3Ha4HUM CTyNeHeM HegoCcTarHoCTi
aopransHoro knanaxa. CepenHii niaMeTp aopT Ha pisHi cuHycis Banecanseu nig 4ac onepawuii craHosus 7, 11,4 cm;
noka3nnk Z-score go onepadii — 12,9+4,8. Cepeaniii TepMiH Bi MOMEHTY BCTAHOBAEHHSA 4iarH03y 40 BALLE3a3Ha4eHoro
onepatusHoro sTpyyaHHs — 9,9+5,9 poky. BinganeHnii cTaH nicnsi 0NepaTuBHOro NiKyBaHHR Y BCIX XBOPUX 3380BI1bHIA,
MOKA3HWKK reMoaunHamixin crabinsHi. CepenHs CUCTEMHAE OLIHKE CUMITTOMIB | TeCTIB cTaHoBuna 8,313,3 6ana. Y31(81,6%)

nawieHTa BUsSIBNIEHO NPOSanc MITpansHoro knanawa, y 35(92, 1%) —

HEZOCTaTHICTe MITPaIbHOIO KAanaKa 3 perypritayieio,

y 28(73,7%) — HegocTatHicTs TRUKYCTIRANBHOMD Kaanarna. 3a AanumMu ornggy opransMonora, aHomanii pegpakuii em-
ssreno y 29(76,3%), mionio ta mionidHuwi acturMarmam — y 28 (73,7%), ekronilo kpuwtanmkis — y 7 ( 18,4%), sigiapy-
BanHs ciTkiskn — y 2 (5,3%), rnaykomy — y 7 ( 18,4%), cyxicTte oveii — y 31 (81,6%) xsoporo.

Knwoyoei cnosa: cuHapom Mapgana, aHespuama aoptu, oniepalin BeHranna, ctaH Xsopux nicns onepauir,

Becryn

CuHgpom MapdaHa (CM) — reHeTnyHe
3aXBOPIOBaHHS, YCNaAKOBaHE 3a ayTOCOMHO-
[OMIHAHTHAM TUNOM 3 XapaKTEPHUM YPEXKEeH-
HSIM CepLeBO-CyAUHHOI CUCTEMM, CKeneTa
1 oueit. B ocHoBi CM — pedekT reHa ¢pibpu-
NiHy-1, sikuiA kopye 6iNoK No3akNiTUHHOIO
MAaTPUKCY, L0 BXOAUTb A0 CKIaay enactuy-
Hux BonokoH (Wang. et al., 2010). YpaxeH-
Ha aoptu npu CM peectpyiotb y 65-100%
Bunazkie (Kubiwos I.B. u coaet., 2007;
KpasueHko .M. Ta cnieaert., 2007; Siepe M.,
Loffelbein F,, 2009).

[Mporpecyoya ekTasisi BUCXigHOI aopTu
y xBopux Ha CM 3anuLuaeTbes akTyaibHOIo
npobneMoio, Wo 3rofoM NPU3BOAUTH
0o GopmyBaHHS aHEBPU3MK a0pTH, aTtanb-
HOro po3puBsy acptu a6o po3puBy 3 poaLua-
pyBaHHsM 1T cTiHku (Lindsay M.E., DietzH.C.,
2011). PanHs pjarHocTuka Ta cBOeYacHe Xi-
PyprivHe NiKyBaHHS Y LIUX XBOPUX HAA3BUYAIA-
HO BaX/UBI 1 3HAYHO NOAOBXYIOTb TPUBANICTb
xuTTsi (3epbuHo 1.4., 2004; Pratt B., CurciJ.,
2010; Xypaes P.K. 1a cnigaer., 2012).

3MiHu aopTanbHOro ianaHa (AK) i Buc-
XigHOro Bigainy aoptu y xsopux Ha CM e
CTanMMM — 3 HU3bKUM PU3UKOM i TPUBAIOIO
po60TOI0 micna Xipypri4HOro BTpy4YaHHs:
nicnsonepaduiiHa cMepTHicTb — 1,5% — nna-
HOBI onepauii Ta 11,7% — yprenTHi (Nardi P.
et al., 2010). 5- i 10-piyHa BUXMUBaHICTb CTa-
HOBUTb 84 | 75% BignosigHo. NMpu CM pusuk
peLuMavBy aHeBPU3M i MOBTOPHOIO po3LLapy-
BaHHS a0OPTU 3HAYHO BULLIUIA, HXX NPU XBOPO-
6ax aopTu iHwoi eTionorii (Cutap J1.J1. u co-
aBT., 2002; KpaBueHko |.M. Ta cniBaBrT.,
2007).

Meta po60oTM — pocniautu cTaH nicns
onepauil 3 npuBoay aHeBpU3MU BUCXIQHOIO
BigAiny aopTu i3 3aMiHOIO BUCXiAHOT aOpTH i
AK (onepauis beHtanna) y xsopux Ha CM.

06’exkT i meToam

BOCNIKEHHRA

¥Y2010-2012 pp. o6cTexeHo 38 xBopux
Ha CM: 27 (71,1%) yonogikie, 11 (28,9%)
XiHOK BikoM 22-70 pokiB (cepepHii Bik —
42,2+13,6 poky). Bci nauieHTu npoonepoea-
Hi y HauioHanbHOMYy iHCTUTYTI cepueBo-
CcyavHHoI Xipypril imeHi M.M. Amocosa HAMH
Ykpainu (Kuis) B nepiog 1996-2012 pp.
3 NPUBOAY aHeBPU3MM BUCXIGHOrO Bigpiny
aopTK 3 3aMiHo0 BUCXigHOi aopTh i AK
(cepepHiit Bik HA MOMEHT onepauii —
36,7+12,5 poky). TepMiH 3 MOMeHTy onepa-
uii 10 BKNIOYEHHS1 B AOCHiAXEHHS1 CTAHOBUB:
<5 pokiB — y 20 (52,6%), 5-10 pokiB —
y 13 (34,2%), >10 pokie — y 5 (13,2%) na-
uieHTiB. liarHo3 CM BCTaHOBNIOBaN 3 KPU-
TepiasMu nepernsHyTol FeHTCbKOI Ho3onori
(Loeys B.L. et al., 2010). Ycim npooneposa-
HUM NPOBOAMSIN AeTasNbHE KiiHiYHe o6cTe-
XeHHs. [locnipxysanu amiHu yepena, rpya-
HOI KNiTKK, KiHUIBOK, cyrno6iB, HasBHICTb
CKONio3y, apaxHoaaKTuiii, KIHCbKOT CTOMNM,
ponixouedanil, AMUEBUX 03HaK, rOTUYHOrO
nigHebiHHA, «3iM’ATUX» BYLUHMX PAKOBWH,
NigBULLEHOT eN1aCTUYHOCTI BYLLUHWUX PAKOBUH,
HecTabinbHOCTI cyrnobiB, BanbrycHoi ge-
<¢opmauii ctonu, N10CKOCTONOCTi, Naronorii
oueil.

XBOpPUM NPOBOAUNK exokapaiorpadiuHe
ob6crexeHHs (exoKI) (anapart Vivid 3 Expert,
«GE Healthcare») 3 BUkopucTaHHSIM AaTt4umka
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yacToToo 3-5 MI'y. BumipioBanu posmip
npasoro wayHouka (ML), MixwnyHoukoBol
nepetuHku (MLLUM), niBoro wnyHouka (JILL),
ctiHku JILL, niBoro nepeacepas (JIM), ppak-
uito Bukugy (PB), 4ac NPUCKOPEHHS CUCTO-
NiYHOro NOTOKY Ha K1anaHi nereHeBoi apTepil
[t... (a#rn. acceleration time)], rpaaieHTt
CUCTONIYHOIO TUCKY HAa a0PTAJILHOMY KJlana-
Hi (Ap, ). BuMipioBanu posmip koHayiTa,
oujHioBanu po6oTy wryyHoro AK. Ans pos-
paxyHKy Z-score BUKOpUCTOBYBanu popmyny
KopHenna.

MpoBoannM TakoX Cy4yacHy AiarHoOCTUKY
naTonorii opraHa 3opy: Bis3oMeTpis (NpoexTop
3HakiB), aBTopedpakTokepaToMeTpis (aBTo-
pedpakTomeTp «NIDEK ARK-700»), TOHOMe-
Tpis (6e3koHTaKTHUI ToHOMeTp «Canon
TX-10»), 6iomikpockonis (WwinuHHa naMna
Wn-26), odranbmockonia, crtatuyHa
KOMM'I0TEepHA NepuMeTpia (KoMN'I0TEPHUIA
nepumeTp «Oculus Centerfield»), koHdokanb-
Ha nasepHa ckaHyio4a odpTanbMockonis
(HRT 1), Tect LUnpmepa, Tect HopHa (¢dpnioo-
pecueiHoBi cTpiuku). Bci nicnsionepadiiHi
[OCRimXeHHs NpoBOoanK Yy JIbBOBi.

Onuc cTaHy XBOpUX A0 onepaLji HaBeae-
HUiA 3 icTopiit xBopoO apxiBy HauioHansHoro
IHCTUTYTY cepueBO-CYAUHHOI Xipyprii iMeHi
M.M. Amocosa HAMH Ykpainu (Kuis). Mpo-
onepoBaHi Ao6poBiNLHO Nianucanu aroay
Ha y4acThb y nicnsonepawjitHoMy AOCHIAXEH-
Hi Ta Haganu iHpopMaLilo ans 3anOBHEHHNA
aHkeTu. CTaTUCTUYHE ONpaLoBaHHS PE3YIb-
TaTiB 34iACHEHO 3a J0NOMOroI0 NPOrpamMHoO-
ro 3a6eaneyeHHs Statistica 7.0 («StatSoft»).
Peaynbtatn noaadi sik cepeaHi (M) £ cTaH-
napTtHa noxubka (m).
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iLTaTH

AHani3 ictopiit xeopo6 naujenTis i3 CM no-
Kaaas, L0 BCi BOHU NpOONEepoBaHi ypreHTHo
3Mp1BOAY PO3LLIAPOBYIOHOI RHEBPU3MW BUCXKIA-
HOrO Bigginy aopTh Ta rocTpoi HeAOCTaTHOCTI
AK. Y XBOpUX BUSIBNEHO 3HAYHWIA CTyTiHb HEAO-
craTtHocTi AK. HacToTa BUHUKHEHHS Ta CTyTiHb
HepocTaTHocTi AK npy aHeBpy3Mi aopTu 3ane-
Xanu Bif AB0X ¢GakKTopiB: MiCLI NEPBUHHOIO
PO3pM1BY iHTUMK Ta HAABHOCTI AMCIIasii cno-
ny4Hol TkaHuHK (Masyp O.A., Bewnsira B.M.,
2007). CepegHili niameTp aopTv Ha piBHI CUHYCIB
BanbcanbBu nig 4ac onepauii CTaHOBUB
7,1x1,4cm (5,3-11,5 cm). Mokasuuk Z-score
b onepaujicraHoBus 12,914,8 (yHOpMi €2), LLO
CBiQ4MTb NPO BUPAXKEHY eKTa3ilo aopTu. binb-
wictb xBopux — 31 (81,6%) naujeHT — oo one-
paLii 3Hanm Npo aHeBPU3My aOpTH i MPO TE, LLO
M pexoMeH0BaHO ONepaTUBHE NiKyBaHHS, ane
Ha OrepaLyio NOroaWIMCS ILLE NiC/A BUSIBNIEH-
Hfl 03HAK FOCTPOro po3LiapyBaHHS aopTH.
Y 5 (13,2%) nauieHTiB po3LLapyBaHHsi a0pTH
PO3BUHYNOCA MPY HOPMASTBHOMY PO3MIDI a0pTH,
aexTasis HapocTana Bxe y crauioHapi. CepenHiri
TEPMiH Bi MOMEHTY BCTAHOBJIEHHS ajarHo3y CM
[0 OnepaTUBHOIO BTPYy4aHHs 3 NPUBOAY aHEeB-
pu3mm aopTtu ctaHosuB 9,9+5,9 poky. Ycim
XBOPWUM NpOBEaEeHOo onepauijio bexranna (3a-
MiHa AK i BUCXigHOT aOpTy 3 peiMnnaHTalielo
Bi4OK BiHLUEBMX apTepiil y CyAUHHWUIA NpoTes).
CraH npoonepoBaHyix 6yB 3a00BiNbHUIA.

BiananeHuii ctaH xBopux nicns onepauyi
(yepes 5,9+3,8 poky) TakOX 3a80BiNbHUA.
MokaaHvku reMoaMHaMiku cTabinbHi: cUCTO-
NiYHUIA Ta giacTonivyHUA apTepianbHUA TUCK
y Mexax Hopmu — 133,6%19,4 MM pT. CT.
(130,2+20,6 MM pT. CT. — y XiHOK
i 135,0£19,1MM pT. CT. — Yy YONOBIKiB)
i85,3+13,0 MmpT.CT. (80,5+13,3 MMPpT.CT. —
yXiHoKi 87,2+12,7 MM pT. CT. — y YONOBIKiB)
BiZANOBIAHO. YacToTa cepueBux CKOPOUYEHb
y Mexax Hopmu — 74,8+7,3 yn./xs
(76,8+5,9 yo./xB — yxiHOKi74,0+7,8 yo./xB —
Y YOJI0BIKiB).

Jedopmadiio rpygHoi KNiTKU BUSIBIIEHO
y 26 (68,4%) xBOpMX, i3 HNX KMnenopiGHa aedop-
Mauis — y 19 (73,1%), BopoHkonogibHa —
y 7 (26,9%). Cronioa pjarHocToBaHo y 30 (78,9%)
0Ci6. BUsSIBNEHO TakOoX Taki 3MiHW KiHLIBOK: apax-
HopakTunito — y 33 (86,8%); 3MeHLLIEHHS po3ru-

Ta’ix 0 ._T‘ OBOPEHHRA

OPMUrIE

HaHH$ NiKTbOBWX cyrnobis (kyT <170°) — y 6
(15,8%); kiHCbKy cTOny —Y 26 (68,4%) nauieHTiB.
TaxoxBigaHadeHo ponixouedaniio—y34 (89,5%);
rotndHe nigHebiHHa — y 37 (97,4%); «3imM'aTi»
BYLLIHi pakoBuUHU — y 5 (13,2%); niuLLeHy enac-
TWHHICTB ByLLIHUX pakoBuH — y 11 (28,9%) oci6.
BuseneHo 3MiHn 3 Goky cyrno6is: HecTabinb-
HicTe — y 9 (23,7%); BanbrycHy aehopmadiio
cTonu i nnockocTonicTs — y 23 (60,5%) oci6.
Mpu o6cTexenHi opraHa 3opyaHoMaiii pedpakuji
BUSIBNEHO Y 29 (76,3%) naujeHTis, Mionilo Ta Mio-
niYHWIA acTurMaTnam — y 28 (73,7%), exTonito
KpyLTanvkiBe —y 7 (18,4%), BiawapyBaHHs CiTKiB-
m— B2 (5,3%), raykomy — y 7 (18,4%), cyxicTb
o4eit —y 31 (81,6%) xeoporo.

CepepnHs cCUCTEMHA OLiHKA CUMMTOMIB
i Tectis ctaHoBuna 8,3+3,3 6ana (HopMa £7)
(Loeys B.L. etal., 2010).

BinbLWicTb aHTPONOMETPUYHUX NOKAZHU-
KiB y xBopux Ha CM BuLLi, HX cepepHi y no-
nynsauil (tatn. 1).

Y 31 (81,6%) naujeHta i3 CM BusiBneHo
nponarnc MiTpanbHOro KianaHa, y 35 (92,1%) —
HeJOCTaTHICTb MITPAJIbHOIO K/lanaHa 3 peryp-
ritaujelo, y 28 (73,7%) — HeAOCTATHICTb TpU-
KyCriganbHOro kianaHa. JlereHeBoi rinepreHaii,
piavHK B NOPOXHWHI Nepukapaa i po3naais gja-
cTONiYHOI PYHKLUIi HE BUSIBIEHO Y XXOOHOIO
XBOpOro. BCTaHOBNEHO, LU0 NOKA3HUKUA PO3-
Mipy i ¢yHKu,|| cepu,ﬂ y xBopux Ha CM B mexax
HOpMM (7200 2).

d>yHK|.u;| npoteaa y BCix xgopux 6yna no-
6pa, pobota WTy4HOoro AK 3aa0BinbHa.

Bce BuLLEHaBEAEHE CBigYUTL NPO XOPOLLi
BiAnaneHi pesynsTaTu XipypriYHoro fikyBaHHs
xBopux Ha CM. Onepauisi BeHTasnina € onepa-
TUBHUM BTPY4YaHHSM BMGODY Yy NauieHTiB
Ha CM, 3abeanevye nobpy remoamHaMiky
Ta 3a0BinbHY po60Ty NpoTesa, WO NPUBO-
[MTb [0 NPOAOBXEHHS TEPMiHY XUTTSI XBOPUX.

BucHOBKM

1. AHania icTopili xsopo6 naujeHTis i3 CM
nokaaas, LU0 BCi BOHM NPOONepoBaHi ypreHT-
HO 3 NPUBOAY PO3LUAPOBYIOYOi aHEBPU3MHU
BUCXigHOro Bianiny aoptu Ta AK 3HayHoro
CTYNeHsl HeA0CTaTHOCTI.

2. CepepHiii piaMeTp aopTH Ha piBHi cu-
HyciB BanbcanbBu nig vac onepawii CTaHOBUB
7,1x1,4 cm (5,3-11,5 cM), Lo 3HAYHO BULLE
BifL, PEKOMEHA0BAHOro NOKasHWKa Ans one-
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YCNIDKEHHS
paTtMBHOrO NiKyBaHHA i CBiAYMTb NPO Ni3HE
3BEPHEHHS 3@ AONOMOroI0 (BiATANYBaHHS)
onepauii. Moka3Huk Z-score Ao onepaudii
craHoBuMB 12,9%4,8 (Hopma €2), WO € 03Ha-
KOIO BUPAXEHOI ekTasii aopTtu.

3. CepepHiit TepMiH Bim MOMEHTY BCTa-
HOBNEHHs aiarHo3y CM no onepatuBHOro
BTPY4Y@HHSA 3 NPUBOAY aHEBPU3MU 20PTH AO-
caras 9,9+5,9 poky.

4. BinpaneHuii ctaH nicns onepaTtmBHOro
NiKyBaHHSA y BCiX XBOPWUX 3a40BiNbHWUIA, NO-
Ka3HWKU reMoauHaMmiku cTabinbHi: cucToniy-
HuitapTepianbHuitTUCK 133,6£19,4 MMpT.CT.;
[iacToNivYHUA apTepianbHUA TUCK —
85,3+13,0 MM pT. CT.; YacToTa CepUeBUX
CKOpOYeHb 74,8+7,3 yn./xB.

5. CepenHsi cMcTEMHa OUjHKa CUMNTOMIB
i TectiB xBoporo Ha CM cTaHoBuna
8,3+3,3 6ana (y Hopmi £7).

6. Mpu exoKly 31 (81,6%) naujeHTa Bu-
SIBJIEHO Nponanc MiTpanbHOro knarnaHa,
y 35 (92,1%) — HepOCTaTHICTb MITPAILHOIO
K1anaHa 3 peryprirauieio, y 28 (73,7%) — He-
OOCTaTHICTb TPMKYCNIgaNbHOO Kanaxa. Mo-
Ka3HUKW PO3MIpY | PYHKUIT cepLs y BCIX XBOPUX
y Mexax Hopmu. DyHKUis NpoTeaa y BCix
yqacHukis gobpa, pobora AK 3aposinsHa.

7. Mpu o6cTexeHHi opraHa 3opy aHoMaii
pedpakuil BusiBneHo y 29 (76,3%) xsopux,
cepen HUX Mionilo Ta MioniyHUIn acTurma-
TM3M — y 28 (73,7%), eKTonilo KpULITTU-
KiB — y 7 (18,4%), BigLuapyBaHHs CiTKiBKM —
y 2(5,3%), rnaykoMy — y 7 (18,4%), cyxicTb
oyeit — y 31 (81,6%) naujeHTa.

8. Hesiki 3 HaBepeHux Bag npy CM no-
TpebyioTb CreuianiaoBaHol KopekLii.
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Cungpom Mapdana:
ucCcnepoBaHne NaunesTos
nocne onepaiuuu no NoOBogY
OCTPOro paccnoexsus
aHEBPW3Mbl BOCXOARWEND
oTaena aoprThbl

P.K. Xypaes, I'.B. Kusilios,
A.4. 3epbuno, U.H. KpasueHko,
B.H. KpaB4eHko

Pesiome. Ofcnegoeano 38 (27 MyxyuH,
11 weHupH) GonbHeX ¢ cuHapoMom MapgaHa

- PedepaTnena indopmauia

8 Boapacre 22-70ner (cpaeaHui Bo3pacT —
42,2+13,6 rona). BosbHLIE NpooNepUpoBaHs!
Bnepuoy 1996-2012 rr. no noBaRy aHeBpuaMs!
BOCXOAALLEr0 OTHENa 80DTh C 3aMEHDI BOC-
XOARLIEHA 20pTh M 80DTANLHOM KNanaxa (one-
paun bentanng) 8 HaLMoHaIbHOM WHCTHUTYTE
CEpAEYHO-COCYAUCTOR XUpyprun HMeHu
H.M. Amocosa HAMH Yxpaure: (Kwes). Cpeg-
HUi BOSPACT NALMEHTOS Ha MOMEHT OnepaLmm
cocrasun 36,7+12,5 rona. Bee 6onsHbe npo-
OnepYPOBAHA! YDrEHTHO 110 NOBOAY pacenanea-
HOLLISH SHEBPW3MbI BOCXOOALLErD OTAENa a00Ts!
CO SHAYUTEITLHON CTENBHLIO HELOCTATOYHOCTH
aopransHoro knanawa. CpegHwin anamerp
a0pPTh! HA YPOBHE CHHYCOB Bankcansbsl
npu onepaum coctasun 7,1x1,4 oM, noxasa-
Tane Z-score — 12,9+4,8. Cpegunit nepuon
C MOMEHTA YCTaHOBEHWA AWArHo3a A0 Bbille-
YXa3aHHOIro ONepaTUBHOID BMELUATENLCTBE —
9,9£5,9 roga. OrganeqHoe COCTORHINE NMOCAe
OnepaTMBHONO IeYeHns! y scex BonbHbIX ya08-
NETEOPUTENBHOE, NOKA3ATES N MeMOQMHEMNKA
cTabunbHbl, CPEOHAN CUCTEMHaN OLIEHKA CIM-
NTOMOB M TecTo8 cocTasmnna 8,3+3,3 Ganna. Y31
(81,6% ) naLmeHTa BaRENEH POt MUTPTb-
Horoknanana, y35{92, 1%) — HenoCTaToNHOCTE
MUTPANLHOr0 KAAanaHa ¢ perypruvaumed,
y 28 (73,7%) — HEOOCTETONHOCT TRUKYCIN-
AansHoro knanada. Mo gaHHsiM ocMoTpa og-
TANBMOSIOrA, AHOMEINN DEQDAaXLIAY BLIRTEHD
y 29(76,3%), MO 1 MUONIMHECKIIA 8CTH-
martnam — y 28 (73,7%), skronmo xpycranm-
koB — y 7 (18,4%), orcnoiiky cemyatk — y 2
(5,3%), rnayxomy —y 7( 18,49), cyxocTs rnaz—
y31(81,6%) Gonboro.

Knouessie cnoea: cuHgpom Mapgana,
gHespyama aopTtel, onepauns bextanna,
cocTosAHWe 00/bHAIX MoCe onepawuni.

Marfan syndrome: a study
of patients after surgery
for acute ascending aorta
aneurysm and dissection

R.K. Zhurayev, G.V. Knyshov,
D.D. Zerbino, I.M. Kravchenko,
V.I. Kravchenko

Summary. The study involved 38 (27 men,
11 women) patients with Marfan’s syndrome
aged 22-70 years (mean age
42.2113.6 years). Patients underwent aoriic
valve-replacing root operations (Bentall
procedure) at the National Institute of Car-
diovascular Surgery named after M, Amosoy
during 1996-2012. The average age of pa-
tients at the time of surgery was
36.7+12.5 years. All patients underwent
surgery for aortic aneurysm and dissection
with a significant degree of aortic valve Insuf-
ficiency. The average diameter of the aorta
at the level of the sinuses of Valsalva during
surgery was 7.1x1.4 em, Z-score before
surgery — 12.9+4.8. Average time from di-
agnostic of Marfan syndrome to surgery was
9.5+5.9 years. Remote status after surgical
treatment in all patients was satisfactory,
hemodynamic parameters were stable. Av-
erage systemic score for Marfan syndrome
was 8.3+3.3. In 31 (81.6%) patients we
identified mitral valve prolapsed, in 35
(92.1%) — mitral valve regurgitation, in 28
(73.7%) — tricuspid valve insufficiency.
Ophthalmologist detected refractive anom-
alies in 29 (76.3%) patients, myopia and
myopic astigmatism in 28 (73.7%), ectopia
fentis in 7 (18.4%), flat cornea in 2 (5,3%),
glaucomain7(18.4%), dryeyein31(81.6%)
patients.

Key words: Marfan syndrome, aortic aneu-
rysm and dissection, Bentall procedure, the
condition of patients after surgery.

Anpeca AnfA NUCTYBaHHA:

Xypaes Pyctam Kyp6aHoBud

79008, JesiB, Byn. Piabbapceka, 5/5

E-mail: rustam.zhuraev@gmail.com
Opepxavo 17.09.2013

HepocraTouHas npu6aBka Macchbl Tesfia B nepuog,

6epemeHHOCTM OnacHa anga 6yayuero peGerka

Y peteit, ybu MaTepu He Habpanu aocTtaTo4HON NpubaBku
Macchl Tena B nepvoq, 6epeMeHHOCTU, MOBLILIEH PUCK CMEPTU
B Bo3pacTe A0 1 rofa — K TakoMy BbIBOAY B XOAe HOBOrO UCCJle-
[0BaHUA NPULLK ydeHble U3 LLkoabl 06LecTBeHHOro 300pOBLA

Public Health), CLLIA. B xoae BbinONHEHHO! paboTbl y4eHbIE Npo-

2004-2008 rr.

XeHLWuHbl, cTaslue y4aCcTHMLAMK, OTBEYAIU HA BOMPOCHI
aHKeThbl, Kacalolluuecs Te4HeHUa 6epeMeHHocm, yepea 9 Mec nocne
poaoB. YueHble OTMETUNU, YTO TOJSBKO Y %3 yHaCTHUL, yBeuYeHue
MaccCbl Tena CoOTBEeTCTBOBaNO pEeKOMEeHA0BaHHbIM BEIMHUHAM.

Macchl Tena.

Ecnu 6yaywan maTtb He Habupana [oOCTaTo4HO Maccel Tena
B nepuopn 6epeMeHHOCTH, pUCK cMepTn peGeHka B Bo3pacTe A0
1 roga coctaensn 3,9%, Npu afieKBaTHOM YBEJIMYEHUU MACChl —
1,2%, npu n36biITouHOM — 0,7%. Mpuuem UMT GyayLieid MaTepu
no 6epeMeHHOCTM urpan peLuaioLLyto ponb B BbDKMBAHUM Mna-
AeHua. Tak, y Tex MaTtepei, y KOTOPbIX A0 HAcTynieHusl 6epeMeH-

yHusepcuteta Mepunenga (University of Maryland School of

aHaNM3UPOBaAIN JaHHble 159 244 XeHLUMH, pOAMBLLMX B NepUoa

Y 25% Habnioganu HepoCTaToK, ay 41% — 3HauuTeNbHbIA U36LITOK

HocTu Habnoganca aeuuuT Maccol Tena, U NOCeaHAs B Nepu-
opn 6epeMeHHOCTH yBeUYUIACh HEZOCTATOYHO, PUCK CMEpTH
pebeHka B Bo3pacTe Ao 1 roaa 6bin B 6 pa3 Bbilie cpeaHux no-
ka3zateneil. K ToMy xe, gaxe cpeau XeHWMUH ¢ u36bITOYHON
MAacCoM Tena HeagekBaTHbI Habop maccul Tena B nepuog 6epe-
MEHHOCTU NPUBOAMA K MOBLILIEHUIO pUcka cMepTu pebeHka
B 2 pa3a. Jluwb B Tex cny4asx, korga y matepu Habnioganucb
NpU3HaKu 0OXuUpeHusi, puck cMepTu pebeHka B BospacTe Ao 1 roaa
He Obln BbILLE CPEAHETO.

ABTOpbI UCCleA0BaHUA OTMEYAlOT, 4TO TOT akT, YTO NULb
y % XeH1UnH Habop Macchl Tesla MPOUCXOAUT B paMKax pEKOMeHay-
eMOoro auana3oHa, AonxeH 06ecrnokouTb cneumManucToB. UM He-
06x08MMO peKOMEH0BaTh XEHLLMHAM PENPOAYKTUBHOIO BO3pac-
Ta TwarenbHo HabnaaTb 3a CBOE Maccoi Tena, BHUMATENbHO
BbIOMpaTk NPOAYKTLI MMTaHMS U NOAAEePXUBATL YMEPEHHbI ypOBEHb
¢un3nyeckoil aKkTMBHOCTU. 3TN MEPbI MOMOTYT MOBLICUTL YPOBEHb
3[10POBbA KaK XEHLUWH, Tak U 6yayLumx aeTei.
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