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CUHAPOM MAP®AHA:
CTAH XBOPHUX ITICJIA XIPYPTTYHOTI'O JIIKYBAHHA

Kypaes P.K.!, Kpasuenko I.M.2, Kpasuenko B.1.2

! ITvgiscoiuii nayionanbruii meuurnuil yuieepcumem imeni Januna Tanuypkoeo (Jlveie)
2 1V « Hayionanvhuii incmumym cepyego-cyounnoi xipypeii ineni M. M. Amocosa HAM H» (Kuis)

Oo6crexeno 34 xsopux Ha CM (24 yonosikiB — 70,6%, 10 xiHok — 29,4%) BikoM Big 22 1o 70
pokiB. CepenHill Bik mali€HTiB Ha MOMEHT omnepallii ctaHoBUB 37,9112,5 p. O6¢cTexXeHHS Mpo-
BoawiIn yepe3 5,913,8 p. micas onepauii. CepeaHiii AiaMeTp aopTH Ha piBHi CUHYCiB Banbcanb-
BM ITij yac onepauii ckias 7,6+0,6 cm. [TokasHuk Z-Score 10 onepauii — 12,9%4,3. Cepeaniii
TEPMiH BiJl MOMEHTY BCTaHOBJIEHHSI iarHo3y CM /10 oniepaTUBHOTO BTpYyYaHHS 3 IPUBO/LY aHe-
BpU3MM aopTu — 9,615,9 pokiB. BignaneHuit cTaH mic/ist orepaTUBHOTO JIIKYBaHHSI Y BCiX XBO-
pux OyB 3a0BIIbHU I, MOKA3HUKU FTeMOAUHAMIKU cTa0inbHi. CepeHsI CUCTEMHA OLliHKA CUMIT-
ToMiB i TecTiB xBoporo Ha CM ckunana 8,0+3,2 6ana.

Kmouosi ciioBa: cundpom Mapghana, anespuzma aopmu, cmam Xxe0pux, GHmponomempisi.

ITporpecyioua exTasisi BUCXiZHOI aOPTU y XBOpUX Ha cuHapoM Mapdana (CM), sika 3ronom
MPU3BOAUTH 10 HOPMYBAHHS aHEBPU3MU A0PTH, (haTaIbHOTO PO3PUBY A0PTU a00 PO3PUBY 3 PO3-
LIapYBaHHSIM 11 CTIHKM, 3aJTUILIAETHCS aKTyaIbHOIO MpoOieMoto. PaHHS AiarHOCTHKA Ta CBOEYaC-
He XipypriyHe JiKyBaHHS Y IMX XBOPUX € HAA3BUYANHO BaXKJIMBUM i 3HAYHO 301JIbIIIYE TPUBAJICTh
KUTTS |5, 6]. CM — 1ie TeHeTUYHEe 3aXBOPIOBAHHSI, YCIaAKOBaHE 32 aBTOCOMHO-TOMiHAHTHUM
TUTIOM 3 XapaKTEPHUM YPAXKEHHSIM CEPLIEBO-CYTMHHOI CUCTEMU, CKEJIETY Ta OUeid. YpakeHHs a0pTH
ipu CM peectpytotb y 65—100 % Bumnaakis [1]. CriankoBuii [eheKT CITOJYIHOT TKAHUHU TPU3-
BOIUTD 10 YPaKEHHS CepLIeBO-CYAMHHOI CUCTEMU, a CaMe — €KTa3ii CuHyciB BasbcaibBu, aopTta-
JIBHOI perypriTtailii, aHeBpU3MU a0OpTH, TIPOJIATICY MiTpajbHOrO KjiamnaHa [4, 7].

Merta pob60TH — JOCITIIUTY CTAaH XBOPUX TTiCJIST OTepallii 3 MPUBOAY aHEBPU3MU BUCXiTHOTO
Binainy aoptu y xsopux Ha CM.

00’ekt i MmeTomu nocaimkenns. Y 2011 porti 0ysnu oocrexeni 34 xsopux Ha CM (24 4oJioBikiB
—70,6%, 10 xinok — 29,4%) BikoM Bin 22 1o 70 pokiB (cepenHiii Bik — 43,7+13,4 p.), npoornepo-
BaHi B riepion 3 1996 p. mo 2010 p. 3 mpuBOLY aHEBPU3MHM BUCXimHOTO Biaainy aoptu (HarioHa-
JbHUM [HCTUTYT cepleBo-CyaUHHOI Xipyprii iMeHi M.M. AMocoBa). [Ticis onepaitii mpoi1iuio:
0—5 pokiB y 13 xBopux (38,2%), 5—10 pokiB — y 16 (47,1%), nonan 10 pokiB — y 5 (14,7%).
CepenHili Bik XBOpMX Ha MOMEHT ofepallii ctaHoBuB 37,9112,5 p. [liarHo3 CM BucTapisiiv 3a
kputepigmu Ghent Nosology [3]. YciM mpoonepoBaHUM MPOBOAUIOCS JeTalbHE KJIiHIYHE 00-
cTexXeHHs. BuzHavyanu Taki aHTpOMMOMETPUYHI MOKA3HUKU: 3PiCT, MACy Tija, TJIOILY MOBEPXHi
TiJIa, po3Max pyK, Pi3HULIIO MixK pO3MaxXOM PYK i 3pOCTOM, PO3Mip KUCTi, CITiBBiTHOIIIEHHSI KUCTh/
3piCT, pO3Mip CTOMU, CTiBBiIHOLIEHHS CTOMA/3PiCT, TOBXUHY BKa3iBHOTO Majblisl, HUXHIN ce-
TMEHT, BEPXHiil CerMEHT, CMiBBiIHONIEHHS BEPXHbOIO CETMEHTY 10 HUXXHBOTO, PO3TUHAHHS
JIIKTBOBUX CYTJIO0IB, TECT BEJIMKOTO NajbLis i 32’ SICTs. Y CiM XBOPUM MPOBOAUIOCS €XOKapio-
rpagiuyHe 00CTeKeHHSI Ceplisl Ta CydacHa IiarHOCTHKa MaToJI0Tii opraHa 30py.

PesynbTaT noctizKeHHs Ta iX 00roBopeHHs. AHaJIi3 icTopiii XBopo©O maitieHTiB i3 CM moka-
3aB, 1110 OUTBIIICTh OyJia MPOONEpOBaHa YPIEHTHO 3 MPUBOIY PO3IIAPOBYIOUOi aHEBPU3MMU BU-
cXimHOrO Bifmiay aoptu Ta HepoctaTHOCTI AK. ¥V BCix XBOoprx OyB BUSIBJICHUI 3HAYHUI CTYTiHb
HenoctatHocTi AK. CepenHiil niamMmeTp aopTu Ha piBHi CUHYCiB BanbcanbBu mig yac omnepaitii
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cknaB 7,6%0,6 cM (MiHiManbHUIT — 4,6 cM; MaKCUMaJIbHUIA — 11,2 ¢M), 1110 3HAYHO BUILIE Bif
PEKOMEH0BAHOTO MOKAa3HUKA U151 XipypriYHOTO JIiKyBaHHS i CBITYUTH MPO Mi3HE 3BEPTaHHS 3a
Jornomorolo (BiaTsAryBaHHs ) onepaliii. [TokazHuk Z-Score 10 onepauii ckias 12,914,3 (HopMa
110 2), 10 CBiIYMTH PO BUPaXEHY eKTa3io aopTu. binbiuicts xBopux (28—87,9%) no onepatiii
3HaJ1 Ipo AA i Ipo Te, 1110 1M OYyJ10 peKOMEH0BaHO ONepaTUBHE JIiIKYBaHHS, ajie Ha orepaliio
MOTONWIUCS JIULIE TOAi, KOJY OyJIX BUSIBIEHI O3HAKU TOCTPOTO po3lIapyBaHHS aopTU. ¥ 5 ma-
uieHTiB (12,1%) po3siapyBaHHS aOPTU CTAJI0C IMPU HOPMaJIbHOMY PO3Mipi aOpTH, a eKTasis
HapocTayia BXe y ctauioHapi. CepeaHiil TepMiH BiJi MOMEHTY BCTaHOBJIEHHS AiarHo3y CM 1o
ornepaTMBHOTO BTPYYaHHsI 3 MPUBOIY aHEBPU3MHM a0PTH CKJIaB 9,615,9 pokiB. Ycim xBopuM OyJia
npoBeneHa onepailist beHrania (3amina AK i BUCXiTHOT a0pTHU 3 peiMITIaHTalli€0 BIYOK BiHIIE-
BUX apTepiil y cynMHHU npoTe3). CTaH nmpoornepoBaHuX OYB 3a00BiITbHUA.

Bignanenuii ctan xBopux micis onepatii (uepe3 5,9+3,8 p.) OyB 3a00BiIbHUI, TOKA3HUKU
reMoAMHaMiKu ctabiibHi: cuctomiyHmiit AT — 135,9419,6 MM pr.cT., niactoaiyHumii — 86,4+£12.9
MM PT.CT.; 9acToTa Imyjbcy — 75,0+7,0 yo./xB.

Jledopmaltist rpyaHOi KJTiTKK BUsiBieHa y 23 xBopux (67,6%). KinernonioHa nedopmatiist — y
17 xBopux (73,9%), BopoHKormoaioHa — y 6 (26,1%); ckonio3 — y 32 (94,1%). 3MiHU KiHIIiBOK:
apaxHomakTuiist — y 30 (88,2%); 3MeHILIEHHST pO3TMHAHHST JTIKThOBUX CYr06iB (KyT <170°) —y 6
(17,6%); xincobka croma —y 22 (64,7%). 3minu yepena i ooamyust: gosixouedanis —y 30 (88,2%);
rotuyHe migHediHus —y 33 (95,0%); «3im’ati» BywHi myuuti — y 4 (11,8%); nigBuiieHa ejacTud-
HicTh ByHIHUX My1ieit —y 10 (29,4%). 3miHu cyrno6iB: HecTabinbHicTh — Yy 7 (20,6%); BanbrycHa
nedopmaliig cromnu i miockocromicts — y 21 (61,8%). CepenHsi cucTeMHa OLIIHKA CUMIITOMIB i
TecTiB XxBoporo Ha CM ckuiana 8,0+3,2 6aa, 1110 BUllE Bil MOKa3HUKa HOpMU (Hopma 10 7) [2].

BinbLIicTh aHTPOMOMETPUYHUX MOKA3HUKIB Y XBopuX Ha CM € BUILMMU, HiXK CepeaHi y
nonyJsawii (3pict — 184,7£8,5 cM, maca tina — 82,24 18,8 kr, moiua nmosepxHi tia — 2,0£0,2 m?,
po3max pyk — 192,0+8,8 cM, pi3HULIS MixX po3MaxoM pyk i 3poctom —7,3%3,1 cM, po3Mip KUCTI
—22,4%2.,4 cMm, po3mip cronu — 28,712,5 cM, 1OBXKMHA BKaziBHOTO nanblsg — 10,5+1,2 cM, HU-
JKHii cermeHT — 98,9%8,1 cM, BepxHiit cermeHT — 85,844,6 cM. [To3UTUBHMII TECT BEJTUKOIO
Majblist BUSIBICHUN y 15 xBopux (44,1%), nosuTuBHU TecT 3am’sictst — y 24 (70,6%).

V28 nauienTis (82,4%) 3 CM 0yi10 BUSBJICHO TIpoJIaTic MiTpajabHOro Kiamana, y 31 (91,2%)
— HEJ0CTaTHICTh MITPaJIbHOTO KJlaraHa 3 peryprirauiero, y 26 (76,5%) — HemOCTaTHICTh TPUKY-
crimanbpHOTO KiamaHa. @yHKIIig mpoTe3a y BCiX XBopux Oysa 1odpa, podora mrygHoro AK 3a-
JOBiJIbHA.

Ipu o6cTexkeHHI opraHa 30py aHoMalil pedpakiiii BusBieHo y 22 xsopux (64,7%), cepen
HUMX MioIig Ta MiomiyHuii acturmatusm — y 18 (52,9%), exromnist kpuiurtanukis y 6 (17,6%),
BialIapyBaHHS CITKiBKM — B OHOTO, riaykoma y 5 (14,7%), cyxictb oueii y 28 xBopux (82,4%).

Bce HaBeneHe BullE CBIIUUTD PO 100PI BiiaeHi pe3yabTaTH XipypriyHOTO JiKyBaHHS XBO-
pux Ha CM. Onepaitlisi beHTana € onepaTUBHUM BTpyYaHHSIM BUOOPY 115 MauieHTiB Ha CM,
3abe3neuye 10Opy reMoAMHaMiKy, poOOTy MpoTe3a Ta MPOJOBXYE TEPMiH XKUTTS.

BucnoBku

1. Ananizicropiit xBopo0 nauieHTiB i3 CM nokasas, 1110 BCi BOHU OyJIM ITPOONEPOBaHi ypreH-
THO 3 IPUBO/Y PO3IIAPOBYIOUOI AHEBPU3MU BUCXITHOTO BiJIiTy AOPTH Ta 3HAYHOTO CTYTIe-
Hst HemocTaTHOCTI AK.

2. CepenHiii fiameTp aopTH Ha piBHi cuHYciB BasbcanbBu i yac onepatii ckias 7,6+0,6 cm
(MiHiManbHMI — 4,6 cM; MakcuMaibHui — 11,2 cM); moKa3HUK Z-Score 10 onepaliii cKjiaB
12,914,3 (HopMma 10 2); cepeHili TepMiH Bil MOMEHTY BCTaHOBJIEHHS niarHo3y CM no orme-
pPaTUBHOTO BTPYYaHHSI 3 TPUBOIY aHEBPU3MHU a0PTHU CTAHOBUB 9,6+5,9 pokiB.
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3. CepenHs cucTeMHa OLliHKA CUMITTOMIB i TecTiB XxBoporo Ha CM ckuana 8,0+3,2 6ana, 1o €
BUILE Bill MOKa3HUWKa HOpMU (HopMma 1o 7). BingageHuit ctaH micjisi ornepaTuBHOTO JIiKY-
BaHHS Y BCiX XBOpUX OyB 3a10BiIbHUMI, TOKAa3HUKU TEMOIMHAMIKU CTaOIbHi.
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CUHAPOM MAP®AHA: COCTOAHUE BOJIbHBIX ITOCJIE XUPYPTUYECKOT O
JJEYEHNA

XKypaes P.K., Kpapuenko 1.H., KpaBuenko B.I.

O6cnenoBaHo 34 60sbHBIX CM (24 myskunH — 70,6%, 10 xeHumH — 29,4%) B Bo3pacte ot 22 10 70 j1eT.
CpenHuit BO3pacT MalMeHTOB Ha MOMEHT orepauuu coctapiisut 37,9%12,5 r. UccaenoBaHue npoBoanIn
yepes 5,9%3,8 r. mociie ornepaiu. CpeiHU AMaMeTp aOpThl Ha YpOBHE CUHYCOB BaJibcasibBhl IpU orepa-
umu cocrasuit 7,6%0,6 cm. TTokasares Z-Score 10 onepaumu — 12,944,3. CpenHunii cpoK OT MOMEHTA yCTa-
HoBJieHUsT trarHo3a CM 10 onepaTHBHOTO BMEIIATEILCTBA M0 ITOBOLY aHEBPU3MBI a0pThl — 9,6+5,911eT.
CocTosTHUE TTOCTIE XUPYPTrUYECKOTO JICYEHUST y BCeX O0JIbHBIX OBLTO YIOBJICTBOPUTEIBHBIM, TTOKA3aTe I Te-
MOJIMHAMUKU cTabuibHbIe. CpeHsisi CUCTeMHasl OLIeHKa CUMITTOMOB U TecToB 6osibHOro CM cocraBuiia
8,0+3,2 6asa.

Kimouessie ciioBa: cundpom Mapghana, anespuzma aopmot, cocmosiHue O60AbHbIX, AHMPONOMEMPUSL.

MARFAN SYNDROME: STATE OF PATIENTS AFTER SURGICAL TREATMENT
Zhurayev R.K., Kravchenko .M., Kravchenko V.I.

The study involved 34 patients with MFS (24 males — 70,6%, 10 females — 29,4%) aged 22 to 70 years. The
average age of patients at the time of surgery was 37,9+ 12,5 years. The study was conducted 5,9+ 3,8 years, after
surgery. The average diameter of the aorta at the level of sinus of Valsalva before surgery was 7,6£0,6 cm.
Z-Score before surgery — 12,9+4,3. The average time since diagnosis to MFS surgery on an aortic aneurysm —
9,6£5,9 years. Remote postoperative treatment in all patients was satisfactory with stable hemodynamic
parameters. The average systematic score for patient with MFS was 8,0£3,2 points.

Key words: Marfan syndrome, aortic aneurysm, the condition of patients, anthropometry.
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