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CunapoM MapdaHa — cnagkoBa MaToJIOTi,
sKa HaJIeXXUTb OO0 CUCTEMHUX XBOPOO CITOJYYHOI
TKaHWHU.

Vnepire cuaapom onucas Binbsamc y 1876 p., a B
1896 p. dpanuy3bkuii Tiemiatp A. MapdaH omnucaB
aHOMaJlilo cKeJieTa y S-piyHoi JiBUMHKU, Y IKO1 OyIu
HE3BUYHO JIOBIi i TOHKi KiHIIBKM 3 ITOJAOBXEHHIM
nanbuiB. [TommpeHHs wiei narosorii craHoBUTh 0,15
Ha 10 TiC. HaceJeHHsI, ajie TIeBHA KUIbKIiCTh BUMIAAKIiB
3aJIMIIAEThCS HEPO3Mi3HaHOMO [3].

JoBeneHo, 110 cuHapoM MapdaHa ycragkoBylOTh
3a ayTOCOMHO-JIOMiHAaHTHUM THUIIOM i3 BUCOKOIO TIEHEe-
TpaHTHicTIO TeHa — Jactota 1:25 000 [3]. ITpu wiii xBo-
po0i TTOPYIIYETHCS CUHTE3 KOJIAaTeHY i eJTaCTHHY Yepe3
MOIIKOIKEHHST TeHa 15-1 mapu XpoMocoM, BiIITOBi-
JaJIbHOTO 3a CUHTe3 (idpuiaiHy — 0OilKa, SKUi € Baxk-
JINBUM KOMIIOHEHTOM CITOJTyYHOI TKAHWHU Ta BilMOBi-
JIa€ 3a i1 eJJaCTUYHICTh i CKOPOTHicTh. Lle mpu3BoauTh
JIO HArpOMAaJIKeHHST He3PiJIoro KoJIareHy, MmiaBUIIeHO-
TO BUIiJIEHHSI HOro MeTa0oJIiTiB i3 ceyero i MOsIBU Xa-
pakTepHUX (DEHOTUIIIYHMX O3HAK, 3a SKMMU CUHIAPOM
Mapdana MoxXHa po3IMi3HaTH il Yac OrJIsay Hali€H-
Ta. XBopi 3 cuHApoMoM MapdaHa BUPI3HSIIOTLCST BU-
COKMM 3pOCTOM, HEMPOITOPLIHO IMOIOBXKEHUMU KiH-
1iBKaMH, TTayKOIOAIOHUMY NaJbISIMU PYK i BUIOBXE-
HUMM MaJbLSIMU Hil 19 HMX XapaKTepHi JoJlixole-
daniga, BupasHuii Kio3 1mmitHoro Ta Kigockonios
TPYIHOTO BiIIijIiB xpeOTa, KpujomnoaioHa ¢opma j1o-
naTtok. CnocTepiraerbcsl CJaOKiCTh MixXpeOepHUX
M’S13iB, BUIOBXXEHHS pedep, 110 CIPUSIE PO3BUTKY JIie-
¢dopmaliii rpyaHoi KITiTKU, (popMyBaHHIO ii acUMeT-
PUYHUX TUMIB — JIiliKO- 200 KinbomomioHoi [2].

V Takux nmaui€eHTiB NigIIKipHUHA 1ap i M’S134U po3-
BUHEHIi c1abKo, BOHU XynopiasBsi. YacTo crioctepira-
€ThCS CJAOKICTh 3B’SI30K 3 HAIMipHOIO PYXJIMBICTIO
Cyrao06iB KUCTEM i CTOI, 110 YacTO MPU3BOAUTH 10
MiABUBUXY i BUBUXY cyrji00iB [7]. [1aTosorito BUsiBisI-
I0Th i Yac AOCTiIXKEHHS CeplieBO-CYIMHHOI CUCTe-
mu. IIpubGAM3HO y TPETMHU XBOPHUX HiarHOCTYIOTh
MPUPOMXKEHI Baau ceplisl. Ajle HalixapaKTepHIlLIMMU
st cuHapoMy MapdaHa € 3MiHU B cepeHbOMY 111a-
pi 000JIOHKHU CYAUH €1aCTUYHOIO TUIY i, 0COOJIUBO, B
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aopTi Ta JIeTeHEeBill apTepii, OCKIJIbKM HaiOiJbIa
KiJIBKIiCTh (hiOpMITiHY HarpoMamXy€eThCsl caMe B HUX
[5]. V cTiHLi aopT¥ BUHUKA€E HEKPO3 i BiAOYyBaEThCS
KJIITUHHE TIEpETBOPEHHS CEPEAHBbOTO 1Iapy ii BUCXilI-
Hoi yacTuHU. Po3puBu Ta atpodis e1acCTUYHUX BOJIO-
KOH MeMOpaH y CTiHIi aOpTHU COPHUSIOTh YTBOPEHHIO
AHEBPU3MaTUYHOIO BUITMHAHHS, SIKE TOIITUPIOETHCS
Ha CUHYC aopTu BajibcaBM Ta HU3XiTHY YaCTUHY, a Ta-
KOX po3lIapyBaHHS aHEBPU3MATMYHO 3MiHEHOI [i-
JITHKM, HEIOCTATHICTh HaIliBMiCSEBUX KJIalaHiB Y1
CTEHO3 OTBOPY aOPTH.

Lle mpu3BoAUTH 10 ypaxkeHHSIM MioKap/a i Kapaio-
Merajtii. YpaxXeHHsI MPOBiIHOI CUCTEMU CepLsT MOXeE
OYyTH IIPUIMHOIO MOPYIICHHS CEPLIEBOTO PUTMY i par-
TOBOI CMEPTi. Y TaKuX XBOPUX YaCTO CIOCTEPIraloTh-
Cs1 OYHi CUMIITOMM: ITiABUBUX Ta BUBMX KPUIITAJIMKA,
CIUTOIIEHHS paiay>KHOi OOOJIOHKM, BimlapyBaHHS
CITKiBKM. ¥ KIIiHiYHil MTPaKTHUIIi 4aCTO 3yCTPivyaroThCs
abopTuBHi popmu cuHapomMy MapdaHa, KOJIU € 3Mi-
HU Juie 3 00Ky ceplieBO-CyIMHHOI cucteMu [7].
ITporuo3 xBopoOu HeCTTPUSTIUBUI, TPUBATICTb XKUT-
Ts1 KonmuBaeThbes Bim 30 mo 45 pokis [6]. HaitgacTimroro
MPUYMHOIO CMEPTi ITpUu cuHApoMi MapdaHa € posiia-
pYBaHHSI aHEBPU3MHU a0PTH, 1110 BEJIE A0 ii PO3PUBY.

st BcTaHOBJIEHHST AiarHo3y cuHApoMy Mapda-
Ha BMKOPUCTOBYIOTH KpuTepii Ho3oJiorii Ghent,
NnpuitHATI B 1996 polii mmicis meperisiny KpuTepiiB
1988 poky (bepin).

J1J1s1 BCiX, OKpiM CKEIETHOI CUCTEMM, JOCTATHHOIO
YMOBOIO BBaXKA€ThCSI HASBHICTbH OMTHOTO TOJIOBHOTO
ab0 OTHOI'0 MaJIOro KpUTEpilo.

V Hamomy BigijeHHi JikyBasiacst xBopa M., 70 po-
KiB. TocmiTanizoBaHa 3 MPUBOAY CKapr Ha 3aJUIIKY Y
CTaHi CIIOKOI0, SIKa MOCHITIOEThCS TTiJI YaC He3HAYHO-
ro (pi3MYHOro HaMpyKeHHS, OAsITaHHS, XOIbOU, a Ta-
KOX B TOPM30HTAILHOMY TTOJIOXKEHHI, BiTuyTTs neyii
B HIDKHIM TPETUHI TPyAHOT KJIITKU TIepeBaskHO BHOUI,
3alaMOpPOYEHHSI, CJ1a0KiCTh, HAOPSIKM Ha TOMiJIKaX.

CaMoIouyTTs Tovyajo moripuyBaTucs 2—3 po-
KU TOMY, KOJU 3’SIBUJIMCS 3aAuIlKa, CIIOYATKY I
yac (pi3MYHOTO HaBaHTaXXEHHS, a MOTIM i B CTaHi
CIOKOI0, It 6iJ1b 3a TpynHUHOIO. JlikyBanacs B LIPJI,
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Jle MiarHOCTYBaJiM illleMiuHy XBOpOOYy ceplisi. 3Hau-
HOTO TIOJINIIEHHS He Bimuyaa. Pi3ko moripimBcs
CTaH IPOTIrOM OCTaHHBLOro Micsus. [loyanacs 3a-
JIUIIKA B TOPU30HTAILHOMY MOJOXKEHHI, 3’ IBUIMCS
HaOpPSIKM Ha HUKHIX KiHIiBKaXx.

XBopa MOXOIUTD 3 OaraTodiTHOI CiM’i, e OaTbKU
Ta OpaTu cepemHi Ha 3piCT, 3i CXUJIBHICTIO A0 IMTOBHO-
TH, a OChb piJlHa TiTKa Mo JIiHii MaTepi MaJla BUCOKMIA
3picCT i MoMepia MOJIONOIO «BiJl XBOPOOU CEpLIsi».

XBopi€ Ha XpOHIYHMI MTaHKpeaTUT. 3 TUTUHCTBA
Ma€ KOPOTKO30PiCTh CepeaHbOTO CTyIeHs. ¥ 19 pokiB
Hapoauia NiBYMHKY Oe3 aHOMaJIili.

OG’exTuBHMIA cTaTyc: 3picT 176 cM, Maca Tina
56,5 xr (ingmekc macu Tina 18,4 xr/m?). JloBXuHa
HIKHBOTO CerMeHTa Tijla (BiJ J00KOBOro cumMdisy
no mimmorn) 104 cM, HENMPOIOPLIHO TOBIi KiHIIiB-
KM, BUJIOBXEHI manbli pyk, poiaixouedanisa. Ikipa
Onima, yncra, HiaHO3 I'y0, HAOPSIKM HUXKHIX KiHIIiBOK.

IpynHa kiTka crimonieHa. [TepKyTopHO B HYKHIX
BiJIiJIax JIETeHb BiTUyTHO YKOPOYEHHS, 4acTOTa JM-
xaHHs 24 3a 1 xB. JIiBa Mexka ceplis 3MillieHa BIIiBO 10
repeaHbol aKCUJIIPHOI JTiHil.

ToHwm cepiist ocnabiieHi, BUCIyXOBYEThCSI TPUBAIUI
JiaCTOMIYHUI IITyM Haj aopTolo, 5-10 TOYKOIO, BEpXiB-
koo cepusg, YCC — 100 3a 1 xB. AT — 130/40 mm
pT. cT. ZKUBIT M’SIKW#1, TIpaBa yacTKa MeYiHK1 po3Ta-
1IoBaHa Hk4Ye Bim mimpebep’st Ha 4,0—5,0 cM mo
MpaBiil cepeAHbOKIIOYNYHIN JIiHii.

EKT: cunycoBa Taxikapmis, rinmeprpodis Ta nepe-
BaHTaXXeHHsI MioKapJa JiBOro IuIyHOUKa.

Honmnep EKI: KopiHb aopTH LMOYAMHOIIOAIOHO
PO3IIMPEHUI 10 5,5 CM, IUCTaJbHILIE AiaMeTp BUC-
XiIIHOT TPYAHOI a0PTH HOPMaJIbHUX po3MipiB. Yepes-
Ha aopTa TaKO HOpMaJbHUX PO3MipiB.

BupasHa aopraibHa perypritaiiss 3-ro CTymeHs,
pellTa KianaHiB 06e3 nartosorii. [Teperopoaku mpocte-
KYIOThCSI Ha BCiil goBXWHi. JIunaTauis aiBUX Kamep,
0COOMMBO JTiBOrO HLITyHOYKa cepls. PyxoBa akTuB-
HicTh MioKap/a 3HVKeHa (ppakiiis BUKUAy 10 35 %).

V nneBpanbHUX MOPOXHUHAX 3 000X OOKIB Mic-
TUTBhCS HeBequKa (o 1 cM y BepTUKAIbLHOMY IMOJIO-
JKE€HHi) KiJIbKiCTh PiIVHM.

ITig yac peHTreHOJOTiYHOrO JOCiAXKEHHS opra-
HiB IpyIHOI KJIiTKM: B MaJOMY KOJIi KpPOBOOOIry Be-

Tabmuisa

AiarHocTnyHi o3Hakm cnHgpomy MapdaHa

Cucrema lFonoBHi kputepii Mani kpurepii

CkenetHa HasBHiCTb, NpUHANMHI, YOTUPbOX i3 TAKUX O3HaK: HasiBHicTb 1BOX rONIOBHMX 03HaK abo ofHiel
— kinbonopibHa nedopmaLis rpyaHOT KNITKK; FOJIOBHOI | 1BOX 3 HAaBEAEHUX HIKHYe:
— nifikonopnibHa fedopMauis rpyaHoi KAiTKM, Wo — nikikonoaibHa aecdhopmauis rpyaHoi
BMMarae XipypriyHoro nikyBaHHs; KNiTKK;
— BIJHOLUEHHS [OBXWHW BEPXHbOIO CErMeHTa Tifla jo  — rineppyxnueictb cyrnobis;
HiKHbOro < 0,86, abo poamaxy pyk Ao apocty >1,05; — BHCOKe niaHebiHHs i 3y6H, Wo HepiHO
ckonios (< 20°) abo cnoHgunonicres; pocTyTb
— OBMEXEHHS PO3rMHaHHS B JTIKTbOBOMY CYriobi
(< 170%);
— NJIOCKOCTONICTb;
— NPOTPY3is BEPTNIOXKHOI 3anafuHH

OpraH 30py BuBux kpuwTanukis (ektonis) CnioueHHs poriskM; 30iNblUeHHA aKCianbHO-

CepueBo-cyauHHa

JunxanbHa
LWkipa
[eHeTHUHi 03HakK

[dunatauis kopeHs aopTH; po3LiapyBaHHs BUCXiOHOT
aopTtu

Hemae

Hemae

HasiBHicTb He3aneXXHUx

KpWTepiiB y BaTbKis, aitei abo cubceis. MyTauii, xapak-
TepHi ana cunapomy MapdaHa, B reHi cibpuniny
CnagkoeMmHicTb MapkepHoro rannotuny [JHK, suenne-
Horo 3 cuHagpomom MapdaHa, B CiM'

ro po3mipy ouHoro sényka (npuuunHa mionii );
rinonnasis panay>kku abo ueniapHoro m'ssa
(Np1uMHa 3BY>KEHHS 3iHML)

Mponanc miTpanbHoro knanaHa; gunartauis ne-
reHeBOi apTepii Nic/s CoOpoKa POoKiB; KasbLudi-
Kauis Kinbus MiTpasbHOrO KfanaHa nicas co-
pOKa poKiB; Avnatauis abo posLapyBaHHs iH-
LUMX LiNSIHOK aOpTH

CnoHTaHHWHM NHEBMOTOpPAaKC
ATpodiuHi cTpHi
Hemae
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HO3HUIA TUIT CEPLIEBOTO 3aCTOI0, Ceplie PO3IIUPEHE 3a
PaXyHOK JIiBUX BifIiJliB.

®IAC: xpoHiyHMI KaTapalbHUI pedIioKc-€30-
darit. HemocrarHicth KapmiaabHoi yactuHu II ct.
JuckiHe3is 1BaHAAISATUIIATIO] KUIITKH.

KoHcynpraliist okymicTa: MioIlisi cCepeIHbOIO CTY-
TMeHs.

Awnanis kposi: Hb — 116 r/xn, ep.—3,5 x 10'2, ko-
nbop. . — 0,9, neiik. — 5,9 x 10°, IHIOE — 3 mM/rox,
CPII He BUsIBIeHUH, X0JIeCTePUH —2,8 MMOJIb/JI.

AHaui3 ceui: nuroma Bara 1022, 6i1ka He BUSIB-
sneHo. Ilim yac MiKpockortii maToJiorii He¢ BCTaHOB-
JIEHO.

Kniniunwmii miarHos: cunapoM Mapdana 3 ypa-
KEHHSIM CEpLIEBO-CYAUHHOI cucteMu (aHeBpU3Ma
KOPEHS a0pTU, HEIOCTAaTHICTh MiBMiCSILIeBUX KJlara-
HiB aoptu III cT., reMogmHamiuyHa cTeHOKapmis,
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XpOHiuyHa KopoHapHa HegocrtatHicte IIb ®K 1V).
TactpoesodareanbHa pedaoKcHa XBopooa.

XBopiii MpoBeaeHO KOHCEPBATUBHY Teparliio
B-610KaTopaMu, CEYOTiHHUMMU TIperapaTaMu, HiTpu-
TaMu, MeTabOJIIYHUMU 3aco0aMu, aHTaUMIaAMU, 010~
KaTopaMy MPOTOHHOT MOMITH, TTPOKiHETUKAMU.

Bunucana B 3a10BiIbHOMY CTaHi: 3HUKJIU Oilb y
IPYOHIN KIITLI Ta Tedis, TPUIIMHWIACS 3aIuIliKa y
crani criokor, YCC — 78 3a | xB, 3HUKIIU niepude-
PUYHI HAOPSIKMU.

3 orIsiay Ha JITHIM BiK XBOPOI i MOXKIUBICTh YCK-
JIaIHEHb TiJ] Yac XipypriyHoi KOpeKii y BUTJISAII pe-
LIMAVMBY aHEBPU3MMU 3 PO3PUBOM XipypridyHe JiKyBaH-
Hsl B JaHOMY BMIIAJIKy He ITOKa3aHe.

Takum 4yMHOM, 3HaHHS CEPLIEBO-CYAUHHOI MMaTo-
Jiorii mpu cuHapoMi MapdaHa gano 6 3Mory BU3Ha-
YUTU TaKTUKY JIIKyBaHHSI XBOPO1 3HAYHO paHillle.
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JI.B. Mapuenxo, U.E. bonoapenko, I 1. Kamunckas

KnunHuyeckunii cnyyain gmarHoctukm cuHgpoma MapdaHa y naumeHTku
NpPeKaoHHOro Bo3pacTa

B cratbe mpencraBieHO MCTOPUIO OOJIE3HM TALMEHTKM C HaCJAeACTBEHHBIM CHMHApoMOM Mapdana.
OCOOEHHOCTBIO 3TOrO Cyvasi SIBJSIETCSI HETUIIMYHAS IPOAOIKUTEIbHOCTh XU3HU. JIMarHo3 yCTaHOBJIEH B

COOTBETCTBUM C KpuTepusiMu Ho3ojtorun Ghent (1996).

L.V. Marchenko, I.E. Bondarenko, G.Ya. Kaminska

A medical case of the diagnosing of Marfan's syndrome in an elderly patient

The article presents the case report of the patient with hereditary Marfan’s syndrome. The peculiarity of this
case is the untypically long lifetime of the patient. The disease was diagnosed based on the criteria of nosology

Ghent (1996).
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