CuHdpom MapgpaHa

BbinonHuna : byneakosa Jlapes 11 "b" knacc.



CuHpapom MapdaHa (anrn. Marfan syndrome, 6one3ub MapdaHa) -

ayTOCOMHO-AOMMHAHTHOE reHETUYECKOE 3aborieBaHme KOTOpoe nopaxaet
COEAMHUTENBHYIO0 TKaHb, XapakTepusyrLleecs AMcnponopunoHanbHO ANTMHHbIMUA
KOHEYHOCTSAMM, TOHKUMU XyObIMW ManbLlamMmn, COOTBETCTBEHHO XyObIM
TENOCSIOXKEHNEM U HANMMYMEM CEPLOEYHO-COCYAMNCTbIX MOPOKOB, KOTOPbIE
cneumndonyeckn NposaBiATCSA B BUOE NOPOKOB CEPAEYHbIX KranaHoB N aopTbl.JTO
reHeTu4Yeckoe 3aboneBaHme CBA3aHO C HapyLeHneM PYHKLUMOHNPOBAHUSA
COEAUHUTENBHOW TKaHU U 3HAYNTENbHBIM NONTMMOPPUN3MOM KIMHNYECKUX
nposBrneHun. lNNpenmyLlecTBeEHHO 3Ta bone3Hb HacnegyeTcs No JOMUHAHTHOMY
Npu3HaKy n Bbl3blBaeTcs aHomanunen reHa FBN1, kogupytowiero 6enok
donbpunuu-1. Y Kaxxgon rnM4HOCTU eCTb Napa Takux reHoB. [MoCKosbKy
HacrnegoBaHMe NPOMCXoauT No AOMUHAHTHOMY TUMY, TO NIOAU, YTO HaACMeayT
oauH aHoManbHbIM reH FBN1 oT koro nubo u3 poantenen 6yayt nopakeHol
yKasaHHbIM 3abonieBaHnemM. CuHapom MapdhaHa MOXET NosABAATLCHA B YMEPEHHOM
n Taxenom doopmax. Jlroam ¢ atum 3aboneBaHMeM, Kak NpaBuiio, BbICOKUE, C
ONVNHHBIMU KOHEYHOCTAMU N ONTMHHBIMUW XyObIMU Nansuamu. Hanbdonee
CEPbE3HBLIMU OCMNOXXHEHUSAMN DONE3HU ABMNSIETCA MOBPEXOEHME KanaHoB cepaua
N HapYyLUEHWE CTPYKTYPbl CTEHOK aopThbl. Takke 3aborneBaHne MOXET BIIUATb Ha
nerkue, rnasa, TBepayto 000Mno4YKy CIMHHOIO MO3ra, CKENEeT U TBepaoe HEDO.
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| °[Mpoune BHelWIHUE CUMMNTOMbI NATOMOIMM (&

KaXxQoM UHOueuodyasibHOM crly4yae Mmoxkxem Habrrodambcs
OOUH UJ1U HECKOJIbKO U3 HUX):

- a2uneprnoosuXHoCcCmb cycmaeos;
- @Homasiuu cmpoeHusi ma3obedpeHHO20 cycmaea;
- Kugoa3, CKOJIUO3;
- ebleUXU weuHo20 ceaMeHmMa MO380OHOYHUKA;
- degphopmauyusi 2pyoHou KJ/1emku;
- rnsocKkocmornue;
- a2s1ybokas nocaodka a2/51a3;
- YMeHblEeHHasi HUWXHSIS 4eJsllocmb, HapyuleHue pocma
3yb6oe;

- 8bICOKOEe Hé60;
- ampoagpu4yeckue «pPacmsiKKU» Ha KOXe;

- Naxoebie 2pbiKU, Yacmbie pa3pbiebl CESI30K.



MeToAabl nevyeHUs

® lNpuem npenapaToB (agpeH0b10KaTOPbl, aHTUPUTMUYECKME NeKapPCTBa,
aHTUKOAry/aHTbI U TA.)

® Xvpyprusi nopok cepau,a ,aopTbl,MPOTE3MPOBAHME K/IANAHHOMO annapaTa

= Hopmanm3au,v|ﬂ 3PpEHNA NpUBOAUNTCA NP1 NOMOLW N KOppekynn Mmmornun ,

NeYeHUs KaTapaKTbl , I1aYKOMbl, MUMMNIAHTALMN MCKYCCTBEHHOIO
XPYCTANNKA

® Mpun nopaxxeHnn CycTaBoOB M NO3BOHOYHWKA MPOBOAMTCA ONEepPaTUBHOE

NeyeHue ,BbinpaBaeHne kKuPo3a, CKoAMo3a, MaHyabHOU Tepanuu. U3
MeAMKaMEeHTO3HbIX CPeACTB UCMNOJIb3YIOTCA MEPUNOIAKCaHTbl, BATAMUHbI
rpynnel B. Takoke npumeHseTca ¢pusmoneyenue, 3aHatmsa JIQK.

° Mpn nopaXkeHnm Nerkmx 4acTo TpebyeTcs XMpyprmyeckoe BMeLaTeNbCTBO .



¢goTorpagu 4o v nocne onepaynu rno Koppekymn ¢opmMel rpyaHON KIeTku
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3BeCTHblIe ntoan ¢ cuHgpomom MapdhaHa

® Xotb cuHapom MapdaHa — odyeHb peakoe 3aboneBaHue, eCTb HemMaro

3HaMeHUTOCTEeU, bonbHbIX cuHapomom MapdaH: ®no XanmaH (npusep
Onumnuucknx wurp no Boneuobony), OxoH TaBeHep(KOMMO3UTOP),
Oxxoyn PamoH (My3bikaHT), Jlecnn XopHObu (poTomopens un nesuvua) u

apyrue.

®* Cpean NCTopuyecKux rMMYHOCTEN, N3BECTHbLIX BO BCEM MUPE, C CUHOPOMOM
MabpdaHa MOXHO BblOENUTb:

H3zeecmmHeole a00u ¢ cuHopomom Mapghara
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Huxrono lNacanunu larc Kpucmuan AHdepceH Aspaam J/TuHKONbH Kopred Yykoeckuli Ocama ber /ladeH
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