CTYACHTKA SrpYRA R K}pé}
1 MEAMAHCKORO® COCKY ARSI
WUFAEBE RETAAKS BACAUMUPOEEE!




apdana (anri1. Marfan syndrome,

 Mapdana) -sro BpoxaeHnas
U CUCTEMHAs HEIOCTATOYHOCTh
, IJIs1 KOTOPOU XapaKTEPHBIN

TUII HACJICIOBAHUS U
R TOMATHUKH: [IPOABICHUSA
TTa3HOM IIAaTOJIOTHH.







a00JICBAHME TTOJYYMJIO HA3BaHUE B YECTh
(oro neguarpa Aaryana MapgaHa, KOTOpbIU
886 T. omucan MATUIIETHIOK JIEBOYKY,
€ TOHKHE HOTH U «Iay4YbW» IMaJIbIIbl.

OCTHU JAHHOTO
CT IIPUMEPHO
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JH1poM MapdaHa — 3T0 BpOXK/ICHHAs] aHOMAaJIKs,
MIyEMast 0 ayTOCOMHO-IOMUHAHTHOMY THITY.
WHUKHOBEHHSI CUHIPOMA SBJISIOTCS MyTalldU
A13aIns B Xxpomocome 15g21), kotopein
D11OpUIIIIMHA — CTPYKTYPHOTO O€IKa
OUKCA, TTPEAO0CTABISIOIETO

b COCIMHUTEIBLHOU TKAHMU.
JIMHA TIPOBOLIUPYET
CTBIX CTPYKTYD U
ITCIIBHOU TKAHMU,




cH (hpnOpuiInHa- 1 pacnonaraercs Ha JJIMHHOM ILICYE
DOMOCOMBI 15 1 kapTupoBaH B Jokyce 15qg21.
QOHApYKEHHBIX MyTalui B rene FBN157% -
rannu, 18% - pperuMmu@T (CABUT paMKH
6% - crutaiic cauT, U 8% - HOHCEHC
MYTAaIlWH.

( 13 nomeHoB FBNI1,
e KAJIBIHS C
AITUTICHHBIN




B 75 % cnyyaeB cuHApoM Map@dana uMmeeT
eMHBIN TUIT HacJieZoBaHud, a B 25 %
QVICXOJIUT IIEPBUYHAS MYTAIHS.

ICHUSI B OTHOM U TOM K€
ITH pa3HOOOPA3HEIC
TEPTOH (DOPMBI C
AHN3Ma 10




®dopmel cuapoma Mapdana
L — MMEET CJ1a00 BBIPAKCHHBIC N3MECHEHHUS B 1-2-

IMEET CJ1a00 BBIPAKCHHBIC N3MCHCHUSIMHU
BbIPAXKCHHBIC U3MEHCHUS XOTS ObI B
€HHbIEC U3MEHEHUA B 2-3-X U

M KSCTH U3MECHECHUU




KinHnyeckue BapuaHThI

ap(daHa (MPUCYTCTBUE TPEX
IPHU3HAKOB, CEMEUHBINA XapaKTep)

ATNYME CTEPTHIX POPM C
Y CIICHHBIMU







Kinnanyeckne CUMIITOMBI 3a00JI€BaHU

THO-CYCTaBHbIE PACCTPOMCTBA

TYLHS, Y3KUU JIMIIEBON YEPETI C
M JTNI[A, TUIOCKOCTOITNE, Y3Kast
b KUJICBUIHAS WA
a, ApaxXHONAKTHIIUS
as1 1epopmanys




N3MEHEHUA MATKUX TKAaHEH

as Macca TeJia, MbIIIEYHAas TUIIOTOHUA,
315 JKUPOBOW TKAHU U MYCKYJIATyPBhl,
IJIOCKOCTOIIHE

o(pu3apHO-aAPEHATOBOU

IL1€ PACCTPOUCTBA,
151, VIUIMHEHHBIE
RCTATUBHBIC







NICHUA B CUCTCMC 3PCHUA

CPbI, TUIIEPMETPONHNS BEICOKHUX CTCIICHEH,
BhIPAKCHHAS MUOIIMS, SKTOMUS U
CTaJIuKa, apakus, KoJJoOoMa

A TbHOM HEPBHOM

XOKNJIBHBIX




CHUSA BHYTPEHHUX OPraHOB

XOISIIEH a0PThI, KJIAIIAaHHBIE
O IPOJIAIC MUTPAIILHOTO
AHHOE PaACIIIUPEHHUE KOPHSA
AHECBPU3MbI CHUHYCOB
AILHOC» CEPIILIE,
Al JUTUHHBIN U




PYIICHUS CEPACUYHO-COCYIUCTON CUCTEMBI

51 BHYTPHUKEITYIO0UYKOBOU IPOBOAUMOCTH,
[3HAKH THUIEPTPOPHUN MHOKApP/Ia JICBOIO
RIICCP/IMS, U3MEHEHUS B CEPALIE U
{ COCyax, aopTajibHas
RCHUS BHYTPUCEPICUYHOU
MBI KJIAIlaH aOPTHI,
OTOpAsA CBA3aHa C
€1 CTBOPOK,
D110PO3HOTO




JlmarHocTUyeCKre KpUTEPUM

OOJIBINNE) : AWIATAIAS KOPHS/PACCIOCHUE
JACTH aOPThI, SKTOIHS XpyCTaJIMKa U
MO3TOBOU OOOJIOUKMU;
pOpaszHas aehopMaus rpyaHON
OrHYECKOTO JICUCHUS;
€rMEHTAa TEJa K HIKHEMY

TaBe (<1700);
RIHEBI.




bHBIC POSIBJICHUS OTHOCSTCS K MaJIbIM
qM, a TCHETUYECKHUE (CEMEUHBIC)
¢ TOMOJIHUTEIbHBIM.

a cuHApoMa Map@dana

TeMaX OPraHoOB U
CHUCTEME —




RMOTUITNYCCKUC TUATHOCTHUYCCKHUC TCCThI

€ COOTHOILICHUE KUCTh/pOCT (> 11%)







JOJITHUTEILHBIE METOIBI TUAarHOCTUKU

peACIIsSIeT HapyIIeHUs pUTMa CEpALa,
0 TUIEPTPOPHI0O MUOKAPA.

RACT JUIATALUIO A0PTHI,
MO, [TPOJIATIC MUTPAJIBHOI'O
(CPOB JIEBOT'O XKEITYI0UKa,

RO3BOJISICT




PT cepanua 1 coCcymoB JI€IarOT 11 TOTO,
IBUTH JIAJIATAIIMIO 1 AaHEBPU3MBI A0PThI;
QUHKMKA TTOKA3BIBAET IKTA3UIO TBEPIOU

Ci 1IPU ITIOJO3PCHHUHN HA

KOIIA ITOKA3bIBAIOT




Jleguenue

(J/[€ BCETO, HAIIPABJICHO Ha
BUTHS 3a00JICBAaHUS U OCIIO)KHECHUHN B
ucreme. Ecim quamerp aopThl

QIOT AHTATOHUCTHI KAJIBIHUS,
ouTOpsl AIID,

OITUTCS TOJBKO,




J5IM C CHHAPOMOM MapdaHa Ha3Ha4aeTCsa KOPPEKIUS
[CTOIOM ITOJI00PA OYKOB M KOHTAKTHBIX JINH3, 4 B
HbIX CIIy4asX — MyTEM J1a3€pHOro Win
e CKOI'0 JICYCHHUS 00JIC3HEH 3PCHMUS.

M1 HAPYHICHUSIMU IIPOBOIAT
3411110 IIO3BOHOYHHKA,
NPCHHBIX CYCTABOB,




IIporaos

3HU OOJILHBIX C CUHApOoMOM MapdaHa

0 YBEJIMYNUTH




[IpodprnakTuka

g ipoMoM MapdaHa 10JKHBI HaXOAUThCS
HbIM BpaueOHBIM HAOJIIOACHUEM U
\ JINaTHOCTUYECKOE 00CIIEOBAHNE.
OKa3aH HU3KUU WA CPEITHUN
BHOCTHU, UCKJIFOYAIOIINH
IOpTa, CHOPTUBHBIC
OY3KH, ITOABOJHOE
303pacTa ¢




