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Diagnosis and Management of
Marfan Syndrome
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NgupINTNISUNY (Marfan syndrome) iunguansanuinundvesdaidaifisniu fifnanmsnasiug
gavfu FBN1 vulaslulen 15 §fiflonsfiaUnd asfidnwuznmeoueniige wes wauane1n nszgnaursinn
nizgnvithaniingy uanmnf‘?ﬁ’aﬁmazumiﬂ’ﬁauiua’a’mwmﬁIﬁLLﬁ AMzviaealRaauas v dusulilonasiin
Unf (aortic root dilataion) N1IELAUTALAABU (ectopia lentis) Lﬁaﬁuﬂaﬂ% (pneumothorax) L?iaﬁ:u
Tadundalilonas (dural ectasia) tHusu myItedngueIn Iy Lﬂulﬂmﬂummﬁmﬁﬁaﬁﬂaﬁ’uﬂ%’uﬂqmm
Gent Tuf) .. 2553 (Revised Gent Nosology Criteria 2010) Tnglvivinnns3daduagiivuinasvanniion
LLﬂdTmeﬁuﬁagawé’n ngup M INTUNUINTienaaiugnssNTilaWugial  (autosomal dominant inheri-
tance) Fratiu Q’ﬁﬁizauma:i‘immmﬁqmﬂﬁ%’umsd'mwamlﬂé’wiama%aﬂaz 50 NNIQUAINBINGNDINT
m%uvsluu‘flunﬁ%’nmnn:LmsnﬁauimwiazaimzTmm{aLﬁuﬁs:wﬁﬂwa:waamﬁam iatlaaiunifedin
dounduannsiviaeaiioaualienead wacin1suanisncvasniisviaaniion (aortic dissection) eiildflu
nssasn1sllonaszeemaaniden Aesnguiuduasane’ samiunsusuwasuianssaludinuszariu T
m:ﬁﬂﬁﬁmﬁuﬁquuw LLa:ﬁanmuLﬁﬂLLi@é\’uﬁmamﬁamgﬁu avaaaRaauadiva liwaaiuzuafisansu
fio Wusihuguinansainnnd 45 wutasiuly maidaudsuvassideaiiionluusitlifionnts axfillana
Yszauanudniags uaztinviliongdesesfihedusnldindidseaudnd
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ﬂfg:ummiaJﬁLLWu (Marfan syndrome; MFS) (Hu
ngneNIANNRAUNANI ey (connective tis-
sue disorder) fithemaamaiugnssy inannInans
wufwesfu FBNT fginisainmsiieialanyseanm
1:5,000-1:10,000 P89UT=BINT ANBULANNAALNALAA
nNMsgaianisaiuanaNBargusaelysfiu Fibril-
lin-1 Twidoieifsmiuiseonie viliddnsuzaw
Bangufisnnninundlunasqetens Tasszoudilisy
Hansznuan Iiud sruuilauasviaeniion tauden
stuulaseadonszgnuazndmiide Uan uasludunds
s dnsuzaeueneesiidu MFS dnwusysnsi
gonay Tuvtihen daFeen wandwideiion dui
wou nszgnuhenav3eltleinund Tassnnififansaus
sanan fhazliifionnsiinun@lag uenanasranudnuuy
gﬂiﬂanﬂﬂuanLﬂﬂﬁu JuninaziAanmzumandeududeld
NWLWINE (U ANNTUANIENZIBIARALERALDRD N
(aortic dissection) audnadnu (ectopia lentis) b
ﬁuﬂaﬂ%ﬁ (pneumothorax) 1ABN158n1ATEIVIREALREA
wensi Wusmansifeiinduonduiinudesiige
ssusengionlnsiamzangiosnit 40 9 dofu A
frdagiinmsidedulsalilddeuiisalifonis wevh
mafiaan Deviunnzunsndou lasn1slden wazns
ifaAsunanadeaiisaiouiifiaeaziiennisiy
1D9?

weSnudnvev MFS

MFS Wunguainisiiinainnisnaneiugesiu
FBN1 Femuaunisasnslusiu fiorilin-1 suiugqu
Usznauvadialasiwuia (microfibril) Faiulaseasevas
iadeuisiu adeth m3Inaeugzeiu FBN1 R
inAngauneadlulasinuialosnse wiludfagiiu
nouidananldasuudadly Wanineaanslfd
WU MInaeWuzeiu FBNT Aol¥iAnnsnasans
Transforming Growth Factor-Beta (TFG-f3) 8anunan
lulaslwusa e TFG-p Fuiu TFG-B receptor ﬁafij
mmmﬁuazLﬁalﬁmﬁmﬁuﬁmﬁ 1Y WU9RDALADA
geanluven n&ile azvhldfnn1ssnisuuay apop-
tosis TavTas Liinasenan®® wazasiy leide
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Uranalinniane fHgauULaaIIINNTEUIUNITAINGT?
dalisuusenszunnannnisgudalafsvesials Senoli
ian3liweszadviaaaaanld [utMsLfadfi nalngs
nﬁi’nﬁqoau‘iuﬁaﬂ ﬁn'aTﬁLﬁmmﬂmﬂﬁwmqoamu
nazsnalifiadevuansalé uazdndufingranils ax
Fufemautomasnganile vhiFuandsietouiv
0 wediudedifufinnoesmaduainasnenlnag
289 MFS ifiasanlusesuinadnyii angiotensin recep-
tor fwalunmImuaunEinnIvas TFG-p dou Tu
seiupasuITeludninaasuazaysd Fefinaiie
N§u angiotensin receptor blocker L% Losartan &1
Hierasnislinestasiaaniionianassn d9lanan”
waluudzasnistlosiuiiadulonss fidoyaawizlu
winaass d1aanislionavzesgeanadld usdelad
Hoyalunysd
n1s3dodsnauainisuisuuu

m33fiady MFS Tuilagtudulyain Revised
Ghent Nosology Criteria 2010®? fliwminnsifiads
waney fszuuilauaznanaidon lasedbauiauos
VADALEDALAILEBDSHNTIRLMUY sinus of valsava WiBy
fuUsen591sl body surface area Winffu wazlddnig
adneanu iy z-score TABN15AIUIAL z-score AINTTD
AuulFaIn web-based tool 71 www.marfan.org/dx/
zscore auvsznaudulun1siidady Tdun nsaTiany
ectopia lentis, FBN1 mutation LLaZN13ATUINL Systemic
score IMNMIATIITNNMY LATNTATIINVBILUJTRNT
ﬁugm azifiuléiin nImIIa mutation vesiu FBNT
L'fluLﬂmwﬁﬁuﬁagaaﬁmuumﬁﬁadﬂ MFS winiu ﬁjﬁ'
§i FBN7 mutation 1ed ludifiseindauisunfizes
n38¥19 microfibril laisnfusiaafiu MFS Al wsana
2£iiNMIUEAYEBNTBY phenotype WULAUY 13U Familial
ectopia lentis 38 MASS phenotype fil§ fflaznany
sialy

Toeaqy ineuin93fiad MFS 910 Revised Ghent
Nosology Criteria 2010 #9il

Tunsdifilifivsziinsauasizes MFS n19itiaste
dulumsdeladenids sesteludd
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29 1 9INMTUAANNIEUBNTEY MFS ﬁgnu°’l&/’liliztﬁufu systemic score A) lateral view of facial feature, B) reduced elbow
extension __ 170__, C) scoliosis __ 20__, D) thumb sign, 4a E) wrist sign (ﬂaﬂayamﬁﬂaz/ynmuZumwmz/ﬁ?ﬁ
ABuganlun1sneunsiBe3zinis Credit nmae lag unlpuyn a7y N1ATI0IYIAIEAT AUUNNEAITAT

I59ne1a71915U4 a1 inenasaing)

1. Aortic root dilatation z-score > 2 3INNUATIA
WU ectopia lentis

2. Aortic root dilatation z-score > 2 INNUATIA
WU FBN71 mutation

3. Aortic root dilataion z-score > 2 SINNUATIR
WU systemic score” > 7 ACLUU (miwﬁ 1 URzNIN
Ysznaudl 1)

4. M5Y3LNNY aortic root dilatation Wil ectopia
lentis 99NNUATANY FBN1 mutation BHla289 muta-
tion fpViiviaNg N W IMEIAIEATAFILIN Twrese
n154AA aortic root dilataion g

Tunsdliiivsziinsaunsy wdntssaansady
MFS Fauaunsddadeduuy nsddadeaslih
winlufis=YRnssuasadindu Taefinnsafdadeduly
madaladenilesiolui

1. Family history 394MUAS93IWY ectopia lentis

2. Family history $90MUAS33WY systemic score
> 7 ATluY

3. Family history 99NMU aortic root dilataion
z-score > 2 ﬁaﬂqmnn'h 20 1 w30 > 3 ﬁmqﬁaﬂn'j']
20 1

* Systemic score LA MIR5TMBuarUs IR
Auq Fefldmzuuudiegiu wazihuniuTiniy vy
16 ufas sign war symptom udazsiinerawuidu
amaienldlutsznnsund Tealdsnduseadu MFs
Alg

s1ga:18unuov systemic score®
- Wrist sign: wans291du positive Liipiinialil

¥
@

yilnfesisautafiadunseiudiy  wdraiedalil
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A15197 1 nTN1TIFAZLUL systemic score 83U MFS 370 Revised Gent Nosology Criteria 2010

NSN3V INTUNAY

ASLUU

Wrist and thumb sign

Wrist or thumb sign

Pectus carinatum deformity

Pectus excavatum or chest asymmetry
Hindfoot deformity

Pes planus

Spontaneous pneumothorax

Dural ectasia

Protrusio acetabulae

Scoliosis or thoracolumbar kyphosis

Reduced elbow extension

3
y

Striae atrophicae (not related to weight change or pregnancy) 1

Severe myopia

Mitral valve prolapse

Reduced upper segment/lower segment & Increased arm asmpan/height 1

Characteristic facial features

1

' a a a ] vl ¥ oA 3 X
= gnangiaianeasdunseutarainiaugasuazandsenauldil www.marfandx.org/dx/score fazuwuwiuvNInN 7 Azuunduly
uifuinaeingifiade 1 o999 MFS LLazﬁﬂﬂmﬁuﬁagaﬁuq B anaduiuguina19eeaii .M uaslsziRnseuain

snsambaiuiEuTasiafesldiady

- Thumb sign: wansadu positive Weving
ile udinialileasluvin adduction lumnedn ulnar
border vastaiinlddiunuay laalilglddiadntnanse
ﬁqﬂﬂaﬁu’dwﬁnﬁﬂﬁ wdmundn falieesulnaiu

JiafnaanN1neeaN 1 distal phalanx

2D

- Pectus carinatum: n1znszananliNinien
anln

- Pectus excavatum %38 chest asymmetry:
mazmz@nanu:uLﬁun'jw"'iﬁ;zﬂau%’ulﬁTuﬁszﬁwniﬂnﬁ

- Hindfoot deformity: hindfoot 4n150asaluvia
valgus uazwisuniiaglur abduction Tasiisau
NANTDIINABYTAIARY (medial rotation of the medial
malleolus) NNNTNBI U antero-posterior view

- Pes planus: Aiuuusy gaiieansuslée
fidiudioasnluifunuiiusy

- Spontaneous pneumothorax: m’J:LE‘iaﬁuﬂam
$SfiAnTweslaglad secondary causes

- Lumbosacral dural ectasia: 137l dural sac
filavdanlodunaesedy lumbosacral waviieaniiu
Uaagu

- Protrusion acetabulae: N7zl acetabulum LAin
medial protrusion ﬁ)’mﬂ’ﬁm’mﬁ’aﬂmW%’\iﬁﬂla\‘mizQﬂ
19N IIU

- Scoliosis or thoracolumbar kyphosis: N3¢
NIZQNTUNRIAALNIUNTY 20 DIAN wIan13ifinnslnezas
NIZQNAUNRIAIU thoracolumbar IniAUNTIUNGA

- Reduced elbow extension: m’azﬁagmzmw
NDURTUAIVVUNURIUAINIBTRENTY 170 DIANTMUE
B UALTUATS

- Characteristic facial features': ansuy
Tuwiian: Taeasianueteidas 3 310 5 AUANBUT
frofi 1. Dolichocephaly (Iuvtiieny #suewas) 2. Down-
ward slanting palpebral fissures 3. Enophthalmos
4. Retrognathia 5. Malar hypoplasia

- Striae atrophicae: nsuanzadAvTaduae
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217 Taglifauduiusiuanudunian1snensss
waztiadulusumisfinuldeonn wu nanevds Fuuou
$nud visaduan (Hudu

- Severe myopia: seaEuAuNI 3 diopters

- Mitral valve prolapse: nmizauwalafia laigfu
Faadn135A L

- Reduced upper segment/lower segment and
increased armspan/height: upper/lower ratio < 0.85

ey armspan/height ratio > 1.05

n1sJtodeuenlsaluduosnidnum:
marfanoid appearance
Q’ﬂ’aﬂﬁﬁgﬂi’laé’ﬂﬁmuflu marfanoid appearance

1 =

n&1IAD JUTNHDN §9 Tuvitihes wandwilatios la
1éfiieous MFS Wigsnguansies uwmddndudes

@

nngueINIBUNNFUIednsusAdeiufIY Tgun

2alle

1. MASS phenotype (mitral valve prolapse,
myopia, borderline and non-progressive aortic en-
largement, non-specific skin and skeletal findings) n@ju
arnstinuldvesludszannsialy naAsfianeuzgy
F99nBuanAdIl MFS watiasdssiiuainisniendin
Tuwdazinausinsidadouds wudrdeliansnsalinng
Aflasy MFS 16 na\jua']msﬁ‘lﬂﬁma:wamlﬁamum
waasduann: warlifiaudaadeusudinuly MFS
H9A197219AD ﬁﬁwuq‘jﬁ'ﬁmms MASS phenotype T
#ipuniauniy 18-20 1 Amdefingaduidvla ana
xifluudsnuwausgenanludindil growth spurt v3auu
MFS fiannssslaidaauasumunaeiaiadefly 918
deaihAnaug uniazifuladng Jedvadely MASS
phenotype 813130ANW815N1L1A91N mutation LW FBN1
Iswfiau MFS rfh\‘lﬁ’uﬁmsLLamaan%aﬁquuLLio
fipanin®

2. Homocystinuria Lﬂuﬂaﬁuﬁmﬂnﬁwﬁqﬁuqnisu

=

MinananuAnUnAzeeduly amino acid pathway
wulppg Ae Mmanawiugoeeiu CBS fai1vieulsd
cystathionine beta-synthase Un@iaulssiiimiing
wasunsaaeilu homocysteine Tinanawu cystathio-
. A A o € a o o e A
nine Wiladmanareiuizesiu CBS avhleulsdaila

ilanae nalinnnsAvrensaasdily homocysteine

mmmammaﬂsﬂﬁwﬂlﬁﬁy’ou,ﬁimuﬂl,lﬁnwﬁa"iﬂjul,l,az
i [y ToefidnsouzgUseneusnidu marfanoid appea-
rance mﬂmév“u (myopia) Lauﬁmmﬁau (lens sublu-
xation) n13udedzeaidanfnUn@ (hypercoagulable
state) WUIN15E1 (developmental delay) &ftlay
UNWIDY (intellectual disability) aTNITHNNU (osteo-
porosis) N3enanaaniugnssuduriadusay (auto-
somal recessive inheritance)"" ™

3. Klinefelter syndrome JuauAndnfivnd
Taslaloalumwameinlaslalan X fiusn 1 wie (XXY)
jiilasTulsuniad Humamoiifigusogensy wia
néandlation § gynaecomastia gndunziizunaian (hy-
pogonadism) waztdunsu Tuvreswenadiwmuinis
NMNEIATT WAL HAIUINITIB9D IS INALNNS DY 12U
cryptorchidism, small penis, hypospadias AU
Tviiiilaslulonsied snasranulugpoiausaud
falaifiyms waznuifivsauegitesunn

4. Fragile X syndrome %38 ngua1nslaslales
@NflUT1e LHUNgNaINIANNUNNIBIN NHAIUINITNG
sruulszamiivaInvay gy m3iieus i aatann
AMN3AninAn wenanfioafiaumsunginssnuas
21540 LHU m'azam‘ﬁ‘ﬁ'ﬁu (attention-deficit hyper-
active disorder) wazAWAAUNATUN1IAILANEIIHAT
(impulsive control disorder) nﬁja\lﬂ’lﬂ’liﬁlﬁm’mﬂ’sw
AnUnAzile trinucleotide repeat expansion fifiu FMRT
vulasluleniend Snnuluiwasisuinnitwands
ansuzIdINnIsuen maonéjummimuﬁﬂwmﬂ By
anwour marfanoid appearance ANuEAviEUTBITDAD

1(16,17

anndnf uaz gndumsaunalng e

5. Multiple Endocrine Neoplasia type 2B
(MEN2B) LflunﬁjummsﬁLﬁmmnmsnmﬂﬁuf}'ﬁlm RET
proto-oncogene Aelwiian1sa$aiosonsaesieslive
1#un dansusaued (¥la medullary thyroid cancer) Laz
Aonnnanlatuly (pheochromocytoma) uanﬁv’mﬁlﬁﬂiﬂ
Fofilasenvosndszam (ganglioneuromatosis) 1ag
i lussuumaiue g #12e MEN2B dnazmsng
wuflansaznieusniii marfanoid appearance Wi
nM3tnenenlsnzed MEN2B Lﬂué’ﬂﬁmzﬁuﬁmu (auto-

somal dominant inheritance)"®



M 214

nasntgnaAnWusnNssuuav MFS

MFS Lflummﬁmﬂnﬁmaﬂ’ugnssuﬁdwmmu,mJ
WuBLeU (autosomal dominant) FothdamTonnsanduy
Tsa flemademannnziluluyaslésosas 50 arinsls

¥ al

Ao wui¥ewar 25 vaviidu MFS laudussia

Y
A 1

AsauAY ualnanaeiuinsenmailddieiies (de
novo) agalsfimw §uvandu MFS ui aansn
denealyluyasjudelydislonadonas 50 awund
NsuaAIEaNaad MFS vaLu high penetrance®

O'Iﬂ']Sllaﬂ\)n']\)S:UUﬁ:)TOlla:
nasmidoniu MFS

\iosfhuananisifediswesiie MFS Sudy
Wily Ao MIuanzTasNiviaantionaaasdn (aortic
dissection) figilu 8INTUEAMNTTLLT AL Viaen
don Sefianudnduiiunndiludoemsy lesann
pInsuandlusrazdurasszuuila fnlaifion1sus
agla qunsziegihefionnisluniien uazidedin
deuwdu ensiinsranuluszuuiilavasviaanidon
1#un aortic root dilatation (z-score > 2) LG5
289 sinus of valsava lapfiidslifionns a1eaz
WusINAUANIE aortic regurgitation 3BLNALH B81ANS
mmsnwuw’ﬁmuﬁuLﬁmmmi dissection of ascen-
ding aorta uanafmﬁé’awu mitral valve prolapse sl
w3aldfl mitral regurgitation &2upIN1TuaAIEUG fia1a
wuldithedsedse 16un dilatation of main pulmonary
artery, calcification of mitral annulus, primary dilata-
tion %38 dissection of descending thoracic or ab-
dominal aorta (wuld@e¥anas 10 zaefiiiu MFS) uaz

tricuspid valve prolapse!"**?

naspuasnuvingduainisuasuuwu
189970 MFS L‘ﬁunﬁjummsmqﬁuqmsuﬁﬁms
waAsean uviauafuiz migu,a%’nuﬁm,ﬂun'ﬁ%’nmuaz
Liilflﬁﬂmuma::Lmsn%aﬂuai’mzﬁuﬁ

o A

1. szuualanazriannilaan L'ﬁuﬁm"']ﬂmmqm

<

Lﬂmmmﬁuﬁaﬁmuﬂmqﬂ’ﬂ LaraINITana iAnN1y
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WesAndoonauld Tunsdfifioefauilai Mins
Snundpmiasndalunsdiiddesed wmilaugiheily
f1UN1ITANISA N aaaLAaneasflenes azna1n
fasaly

2. szuuan §ihe MFS sududesldiunmanaa
AN 6 au-1 I uazAnamanisliiFen Tasany
Tunsdifiaemsuasetnemngs friinsindousosaud
a1 Ingunndasiarsannisiidasnedely anaz
wnsndouduilifatuldienitauwinll wassududes
lasunssnmediassdiu ldun n1amgeaasnaesas
1528 A (retinal detachment) LLag fiaiu (glaucoma)
WHugiute2

3. szuuden asiefie MFS flamain
erniansaliddeninauialy msguasnundelsisneriu
nszviuflafifiored 1wy mastunBandIsNIIAZgR (sim-
ple pleural aspiration) ¥38n13laviasLUNLaN (intercostal
chest drainage) fhiin1snduifiugn wiesealsalnajann
quliig1u1505u18aNsITNALABINE  Aauunndas
#sannardimiigeansudildenasean uazviinig
Heuadulaaldiniuiiodesiulailviinansadn
(pleurodesis) >

4. s:un’[maa%wni:gﬂLLaxné’ﬁmﬁa Wla9an
{the MFs ffamlassairesuidoudnomnn wu nsegn
qunaAn (scoliosis) ngueN1IdasadadninUnf
(hypermobility joint syndrome) nizgﬂwﬁ’mﬂﬁﬂgﬂ (pec-
tus deformities) m3EFasnuazTulymadasedly
WARZNANDINIT LHU ni:@nﬁuwﬁaﬂmﬁuﬁuﬁﬂu 11
ninnsrgnaundIAnIULinnILUNINdaun19fiulen
uazladiunas® vislassairenszgnviiien deldiia
HJaumvaslaauasrinlaudsniu® smiuisasiosed
fode {ie MFS asfaslisufmuuzinanaiiliniie
wiadedialiifinsfuadvssglasladndu wszfianu
Fevasnaliinaudonvasdanouiusuas (prema-
ture osteoarthritis)*®*”

faunnzunIndeudus Ainsindasnsmaainis
lafideved wu 1dideu (hemia) wie lumbosacral dural

ectasia
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nastdas:dvna:annunasliUowevyevnasnidon
1999SHN
eAtlads MFS liuda anusdmegiinisiissio
nITenszuIaTasasaiian Wetlaeiuldlviianisdn
210 Wiaiedindsundulusuian nsRnaudunm
eSIMBLY LﬁaﬂizLﬁ‘wnu'mLﬁuv\i'}uquﬁnmwmwaamLﬁam
woasin laiflanulidsemelunisdansas msUsziu
AsusnvdNItadt Ae nsUssdiuuedussiouila
2 {# (2-dimensional echocardiogram) lagiaaunALEY
ququﬁﬂmaﬁ”’a LWARLLAUY sinus of valsava, aortic
annulus, sinotubular junction TuUauderurnved ascen-
ding aorta LALAIUIN z-score LWUIBULTANURY body sur-

830 T e nfikd N5ARAIN echocardiogram

face area
nszhedtianias 1 A% wieznsshidudungn 6 iou
Tunsdlit aortic root fauraladuly viedaumlasanin
i’JﬁJﬁ\‘l‘iJi::Lﬁuﬂ%\‘iLLiﬂW‘U’j’l“ﬂu’lﬂLﬁuﬁ\i’lu@ugﬂm\‘lﬁ sinus
of valsava LAiun1 4.5 puAluns®’

fIUNMIRANTBIN T ININTauYesER SN IUBUY
fpn1InTavianalinafmuensisdnaniiaad (CT an-
giography) vi3aaauLumaN I (Magnetic Resonance
Angiography) a=idatsd lunsdifiszifiudae echocar-
diogram iU aortic root uazwaeALAsAUSIMTUlA
Faau usnanil M CT/MRI azidunseiiienu
finsldenasrnesu aortic arch adNn ¥3aLAA dissec-
tion T UUUTULEIZS

nsUsvnunisiUowevusvnasnidonoasiIAoen

§fu MFS udilifionns wddhdl aortic root
dilatation iuAMIAIgILLEY ATIESUNMINIFIBEN
lieald mu@j"lﬂﬁ’un'ﬁmwﬁmmuﬁm imaging 81%an
fivianld 16un beta blockers 1% Propanolol %38
Atenolol lagiivnnerean1ssnen agﬁammslﬁumm
wlaluannzinlisinit 70 adeeund wazamzesn

fdene T liAu 100 asesaunncs®

wana gl o
duiuuzi ildangiu uazmdoimmuioglonidui
Yarlpmilunisanauinzes aortic root ldur sngw
angiotensin receptor blockers (ARBs)“*? Tagen
fuwuuTun1sfineAe Losartan e1nga ARBs fivangu

ﬁzéﬁ’ﬂmaqadw FININAANITVLILYUIADYBY aortic root

16 Taswun aln N3AATEAUNILEAIDDNYDIEIT TGF-

)44 aenglsfinnu

B (Transforming growth factor-beta
Tuilagiu Auusiihlunsldendadu beta blockers tHu
first line drug kazaziinsiuAn ARBs danlunsdii
fihefianndulafngeiande uideldfinaidednasld

42-44

ARBs U first line #LAB7lE“* drusndu 1wy ACE
inhibitor falaAT89UI AztIetlasiunnzunsndau

nnanaLdanly MFS 1§

nmsuinAnasunasmidenrioloifiey (Aortic root re-
placement surgery)

TaguszavAzavnsindnineAedesnislidie
MFS ndusnldEaaUnfuas ifinzunsndeu sefunis
WYAA prophylactic aortic root replacement AN
dayiideoitiudlifinodlafomaualunssnum @
wagiolaifiorns Taumssindaa zi3ugulunsdif aortic root
PUWIUIRNTNTEAY threshold Aa LefURIUAUINANLAY
N1 5 uRaT® e agnalsfiniuiile aortic root 2ene
PRI 4.5 LBURNAT AsmNTaRTaNRsalE Tag
lanzidasnisnalunaridafiazifusneauiilaiin
1468 (aortic-valve sparing surgery)®*® Tuvnensdl e1a
Ransunndanaufl aortic root azwEIBf threshold
i Smspensauiasnnndn 0.5 wufiwesaed dauiila
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