POM MAP®AHA

CMHAOPOM HA
MARFAN

Bukonasa po0Oory:
CryneHTKa 5 Kypcy, 25 rpynm

2 MeOu4aHOro oaKyJIbTeTy
Ilipko ’InHa



(XBopoba Mapdana, aumi. Marfan
- Ay TOCOMHO-/IOMiHaHTHEe 3aXBOPIOBaHHS 3 TPyIIN
aTOJIOTIV CII0/VUHOT TKauyHy . CHUHIpOM
Tal[IsIMVI T€HIB, 1110 KOAYIOTh
iny ¢dpiopwiiny-1, i
BOPIOBAaHHSA XapaKTepPU3y€EThCA
IO HeHeTpaHTHmTIo 1 EKCIIPECUBHICTIO .
oM MapdaHa € JOCUTh PIAKICHVIM 3aXBOPIOBAaHHSAM, K€
aerbcs npuoimsHO y 1 3 5000 vososik. ocmimHnKN
, III0 XBOpOoOa 00yMOBJIeHa MyTalli€lo reHa Oijika
10y B 1511 XxpoMmocowmi. Came It My Taliist IIPU3BOONUTD 10
aHOMaJIlV ¥ BUPOOJIEHHI Ta CTPYKTY Pl (PiOpmtiHy.

[ IprOimsHO B 75% Buazkis, reH cuHApoMy MapdaHna
[IepenaroThCs JITAM Bi] OaThKiB, K1 MaIOTh I1e 3aXBOPIOBAaHHA.






[1Tpn BCTYNNEeHuu B 6pak 1 6onbHOro n 1 340poBoOro
poauTens BepPOATHOCTb poXXAeHNA 6onbHbIX geTell —50

inhentance of Martan Syndrome

Father ( Mother

(Without Marfan Syndrome)

Normal Gene

Defective Geno

L |
Chid Child Chid Chid
(Wahout (Without

Marfan Sendrome Marfan Syndrome



g OyJvit onmcaHi Butesamcom
KU 1151 XBOpOOa criocTepiraiacs
oM A. Mapdanom (1896), 1110 1aB naTosiorii cBoe€ im's

MapcﬁpaHa, bepnapm JA (1858 - 1942)
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.
KN 1 CMMITTOMM

oMmoM Mapdana yvacro (ajte He

TO BUILl, HDK IX pomyi 1

AFOTHCA aCTeHIYHOIO

poro. 1 labril IXHIX pyK 1 HIT 3BMYaliHO JIO0BI1 1

[X pyKwu i HOI' Ya€TO HEITPOITOPITINIHO JOBTi

HSAHHI 3 po3MipaMi TyJ1y0a, a po3Max pyK

abaraTto OiTbIlle, HiXK 3pocTaHH:A. MoXXHa

11 CXOXK1 pycy 00Iva4Yst, B TOMY YMCIIl

. HOJIOBXXEHWI Yeperr, TIIMOOKO ITOCaJIKeHl o4i,
MaJIeHbKa IIIejieria; BMCOKe TOTMYHE ITITHeOIHH,
HEHPaBWILHNIL PicT 3yOiB.




Iis 3 DOKy IHIINX

BI'l KIHITIBKVM MOXYTb JJOIIOBHIOBATICS
1 Hecpopmalii€ro rpyTHOT KIIITKM

IIIIIIapOBYBaHHS CITKIBKIA;
- OBUINEHHI BHYTPIIITHHO0YHOIO TUCKY



epIis:
H$1, [IOB'd3aHi 3 cepiieM, € HaliOUTbIII

PEHs 1 po3IapyBaHH CTIHKI
1l MOXYTB IIPV3BECTI 10
BOT'O PO3PUBY aOPTH 1 BUKJIMKATU

VIV pe3yJIbTaT,

aTHHO MIUIbHE 3aKPUTTS CePLIeBOro

a, 110 IIPVBOOVTDL 0O TOI'O, III0 KPOB Teue
epre. /laHa rmaTosoria Npm3BOgUTE 10
30UIBIIIEHHS PO3MIpPiB CepIls, IITyMiB B CepIIi,
HeperyJisspHe cepHeOnTTs 1 3aMIIIKa.

- [ami cmvnromu cuagpomy Mapdana, mos's3aHi 3
I1aTOJIOTIEIO JIETeHb, HEPBOBOI CHICTEMM 1 IIIKIPHMX
IIOKPWBIB, BBAXXAIOTHCS MEHIII CEPVIO3HVIMIA.




® nmoeuun cunapom Mapdana
(Mapdana cungpom)
XapakTePU3yEThCS
apaxHOJaKTUIIE ,

hopMyBaHHSIM aHEBPHU3M
AOPTH Ta JIETEHEBOTO
cTOBOYypa, IiABUBHXOM abo
BHBHUXOM KpPHII TAJTHKA,
Kiho30M, CKOJIIO30M 1 iH.
OpnHak BUNIAKH MPOSIBY Y
OQHOTO XBOPOTO BCIX KIIIH.
O3HaK, XapakTepHUX IS
cunapomy Mapdana,
pl,IIKlCHl YacTtime

3y CTPIUal0 ThCS BHITAKH
«HETIOBHOT0» CHHAPOMY
Mapcpaua pUIOMY HaBITh
B OJHIH CIM'T
CUMIITOMOKOMILJIEKC, SIK
MIPaBHJIO, € HEOOHAKOBHM Y
pPI3HUX WIEHIB CIM.




CuHapom MapdaHa —

apaxHoAaKTUISA




3MIiHN B cucteMmi _
opraHiB Nnpu CUHAPOMI
MapdaHa




CuHOpom MapghaHa







IliarHoCcTUuKa

He icHye TecTy, 3a AOIO

6710 6 JiarHOCTYBaTH CI
JIiarHO3 CTaBUTHCS MiC/IA |
oOcTeXXeHHH, B,ZI;II/ICHIOBaHO ‘
pi3HOTO MPOdiTIO:
reHeTUKMU (Craak
Kapaiosorom (

OpTOIEeIOM.




CnoewiasicT 3 reHeTUKU PO3IJISIHE CIMEUHY 1CTOPIIO 3 METOO
BUSIBJIEHHSI POAUYIB, TOMEP/IUX BiJ CepPLIeBO-CYAUHHUX
3aXBOPIOBAHb.

Kapzionor, mBuaiie 3a Bce, IpOBeJe HAaCTYITHI TeCTH:

peHmeeH 2pydHOI KAIMKU ;

enekmpokapdioepama (EKT'), (eumiprosaHHsa enekmpuHHOi
akmueHocmi cepus)

exokapdiozpama (odepxcaHHa 306panceHHs cepus 3a donNomMo20i0
38YK0BUX X8UJb 011 OMPUMAHHSA pO3Mipie aopmu i nepesipku
(PYHKUIOHYBAHHA KAANAHIB)

OdTanmpMosior mpoBeie OIS 3a JOTIOMOTOO HIi/IMHHOI JIAMITH
(LIiTMHHA JIaMITa 03BOJISIE JIIKaPIo MOOAYUTH OKO Y BETUKOMY
30i/1bllIeHHi), 100 BUSIBUTH BUBUX KPUIITa/IMKa a00 Oyab-sKi
1HIII1 BIIXUJI€HHS].



JIiKyBaHHS - ITIepeBAXHO CUMIITOMATHUYHE, CIIPSIMOBaHEe Ha
MOJIETIIEHHS TUX YY1 1HIIUX IIPOsIBIB 3aXBOPIOBAHHSI

Il st 3a1100iraHHST BAYKKUX AOPTAJIbHUX 3MiH IMPHU3HAYaEThCS
Ipenapar IporpaHosIo/i (aHATIPUIIiH), ajie epeKTUBHICTH JaHOTO
3aco0y He moBe/ieHa. Y JesIKMX BUTIQAKaX JAiKyBaHHS CUHAPOMY
Mapdana nepegbavae mpoBeAeHHS XipyPridHO]1 IJIACTUKYH Aa0PTH,
A0PTAJIBHOTO 1 MITPA/JIbHOI'O KJ/IATIaHIB.

[Ipn cunbHOMY CKOJ/T1031 IIPU3HAYAETHCS ITPOBEAEHHS
diszioTepaneBTUYHUX MPOLIEAYP, TAKOXK ePEeKTUBHO MEXaHITHE
3MIITHEHHSI CKeJieTa. JKIo KyT BiIXuaeHHs XxpeOTa IepeBUIIyeE 45
IrpaZlyCiB, MOKa3aHaA XIpyprivyHa KOPeKIiis.






