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[TAaCTMKA QOPTAABHOIO KAQMAHQ.
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«hemiarchn B YCAOBMIX TMMOTEPMMYECKOTO
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AlTTM, UK v KT.
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SOXOKI yepes rog

¢ <DeH0Twn) +(_Koperb »( (DeHOTMFIU
( Temn pocta j 1 .
23 mmly

Flop,'rsepp,wrb ,ELon daKkTOopHI
<3 mmly KT nav MPT B a

bICOKOIo pUCK

ﬂos‘ropm’b Y i
KT/MPT 4vepes AK TAK/OAK )
6 mecaues gns
onpegeneHus
TemMnos pocTa

Xupyprus,
€C/T1 HUSKUIA
onep.pucK
v Knacc llb

Xupyprus,
©CNU HUSKUM
onep.pucK
Knacclla

Xupyprua
Knaccl

MoeTopats Mosroputb IXOKT
IXOKI paHbLue (unamn
Kaxgbie 2 Kaxable 6 mec, i
wnu 3 roga ecannprpocy : > ( lMosTOpATb KaXkable 6 mecsAues >

2 3 mm/ropg,




Ounatauua KOPHA vau BOCXOAALLENO OTAENA npu TAK vnu JAK
(v HopmanbHoOM GyHKUMEN KnanaHa) npu nepson uau nocnegyrouiein IXOKI

- (,ﬂ,mameTp aoprﬁ-

4549 mm

v
NoaTeepauTd

KT uan MPT
: ®

v

MosTroputb IXOKI
paHbLue (uam
Kamgbie 6 mec,
ecnu npupoct
23 mm/rog
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@)) AOPTAAbHbIA NAPOAOKC

Eur Heart J. 2024 May 29



@)) AOPTAABbHbIN MAPOAOKC
523 994

1. Puck

TakeAasd AMAQTALMA AOPTHI
OR 28,72 (95% CI 3,02-5,30)

TsxxeAas AMAaT'du.Mﬂ
n21 23%

@ 3. YacToTa AMCceKuuu

HOPMAABHbBIM AUAMETD AOPTHI
n 460 992

2. PQCNpOCTPAHEHHOCTH

Eur Heart J. 2024 May 29



BbICOKUM PUCK PA3PbIBA AHEBPU3MbI AOPTbl, KPOME AUAMETPA

KopeHb 1 BocxoaAwmii otaen aopTbl

CooTHoLeHue ¢
pocToM MauueHTa

HeKoHTpoanpyemas
pe3uncTeHTHas
rMnepToHuA

[opoBas ckopocTb

BepxHue rpaHuLbl HOPMbI
ANameTpa aopTbl B 3aBUCUMOCTU
OT BO3pacTa

MN3mepeHune AnnHbl
aopThbl

Hucxopauwuit otaen aopTbl

AHeBpU3Ma, cBA3aHHaA € HekoHTponunpyemasn
neHeTpupyioweii A3Boi /-- . 3ucTeHTHan Al

‘,\)

XOB/1
BpiowwHOM oTAEN aopTbl

& &

KopeHb npotus

PeHTreHoNornyeckme NpU3Haku paspbiBa aHeBpU3Mbl 6pIOLIHOrO oTAena

3a6piolIMHHaA remaToma
3HaK BbICOKOro noaymecsua
TaHreHumManbHaa Kanbumudpukaumna

PacnnasneHue Tpomba

JKcTpaBa3auuA KOHTpacTa
MapaaopTanbHoe K1poBoe cKonaeHue
MpepbiBUCTOCTb KanbuuduKaumm

Mpu3HaK nepeTAHYTON aopPTbI

2024 ESC Guidelines for the management
of peripheral arterial and aortic diseases

QA

CKOpOCTb pocTa aopTbi:

Bocxoaawan aopTa v gyra 3 mm/rog,

OTAA 10 mm/rog (nam 5 mm/6 mecaues)

AAA 10 mm/rog, (nnn5Mm/6 Mecaues)
..\,{ii",?.'

4

leHeTMyeckan npegpacnonoXXeHHOCTb

CmnTombl




Syndrome de Marfan et apparenteés
Centre de Référence National - Hopital Bichat (Paris)

0) 0)

et apparentes

> > Calcul Z-Score

U\JU} Vvuliavoe ruacu e

durrace Lorporeiie (Dupols)

Niveau Aortique* 1.46 m2 Aortic Level* 2.14 m2
Tubulaire Tubular
RESULTATS RESULTS
D'jfétre aortique (mm)* @meter (mm)*
Selon Campens
Genre* Baseé sur C‘\ mpens L et al ’)O‘ L Am ) C""’v‘:'\l 11/ Gender* Campens
o St Rt e St R Based on Campens, L. et al. 2014. Am J Cardiol 114:
Feminin 914-920 Man
914-920.
Age (années)* Age (years)*
Limite supérieure diamétre normal o
31 31 Upper limit of normal (Campens)
(Campens)
Taille (cm)* 9939289825 Height (cm)* 1 162292719
158 194
Z-Score (Campens) Z-Score (Campens)
Poids (Kg)* Weight (Kg)*

48 0.15993034094986847 83 0.6522234252512118



Syndrome de Marfan et apparenteés
Centre de Référence National - Hopital Bichat (Paris)

> > Calcul Z-Score

durrace Lorporeiie (Dupols)

Niveau Aortique*
Tubulaire

RESULTATS
Diamétre aortique (mm)*
25
Selon Campens
Genre* - T
Basé sur Campens, L. et al. 2014. Am J Cardiol 114
Feminin 914-920

Age (années)*
Limite supérieure diamétre normal

31
(Campens) (ASI) >2,0 cm/m2
Taille (cm)* 79939289825
158
_ Z-Score (Campens)
Poids (Kg)*
48 0.15993034094986847

0) 0)

et apparentes

Aortic Level*

Tubular

Aortic Diameter (mm)*

31

Gender*

Man

Age (years)*

31

Height (cm)*

194

Weight (Kg)*

83

U\JU} Vvuliavoe ruacu e

RESULTS

Campens

Based on Campens, L. et al. 2014. Am J Cardiol 114:
914-920.

Upper limit of normal (CampeTﬂsn >1.63 cmlMZ

1162292719

Z-Score (Campens)

0.6522234252512118



@)) KAK UCNOAb3OBATb UHAEKCUPOBAHHbIA K POCTY AUAMETP

PaHee peKOMeHAOBAHHbIE MOPOroBble 3HAYEHMUS BKAloqawT@Hl > 3,21 CM/I\D'i@SA/h >10 CMZ/AD

PocT nayneHTa

45 MM 45,8 MM 46,5 MM 47 MM 48 MM 48,5 MM

KoachduumeHT CSA/pocty=10

51 mm 53 MM 54 mm 56 MM 58 MM 59 mm

MNHaeKcaums no pocTy pasyMHa B clyyae HU3KOro pocTa.

ESC Congress 2024 e @
London & Online



BbICOKWUN PUCK PA3PbIBA AHEBPU3Mbl AOPTbl, KPOME AUAMETPA

NOKA UTHOPUPYEMbBIN PA3MEP:
AAVNHA AOPTHI

2018 r =579 naumeHToB, AO AMCCEKLMM
AMAMETP > 55 MM YYBCTBUTEABHOCTb 4%
AAUHA > 12 CM: HYBCTBUTEAbHOCTb 28%

2019 r— 522 naumeHTa CpeAHero pocTq,
AMameTp > 50 MM NPt AAUHE > 12 CM:
CBSI30H C YOCTOTOMU PA3PbIBA
aHeBPU3Mbl 7% B TOA

T e
o 28
M ]
EA "L 4
5 b By ;
x e, S . I
g < = /
o g Q ‘ll
5 8 18 1 |
8 L2 o g ."II
g 3 ]3 : |
=" § I_‘._J
é ¥ o § | ."l‘
x /
g /
0 ¢’ l-
Normal Diameter Ectasia Aneurysm J"_h- — /
TR 25 % 3 4 45 % % o 6 7 75 60 8 %0 2 é 1'0 ].] 1'2 ]'3 ]:1
Auamerp BocxopLe aopTe Zinuka BocKoaAei 0pTe EJCTS 2018:54,26-33

. @Esc— JACC 2019:74;1883-94
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BbICOKWUN PUCK PA3PbIBA AHEBPU3MbI AOPTbl, KPOME AUAMETPA

,:\ .

AHTYAAUUA KOPHA AOPTbI
<70 rpaaycos

YTOA HOKAOHO OCHOBOHMSA KOPHS

AOPTbl M1 CUHOTYDYAAPHOIO COEAMHEHMS,
A TAKXKE PA3HMLA B AMAMETPAX

MOTYT UMETb FTEMOAMHOMMYECKOE

N XMPYPIUM4eCKOe 3HaYEHUE

EJCTS 2018:54;26-33
JACC 2019:74;1883-94
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BbICOKWUN PUCK PA3PbIBA AHEBPU3Mbl AOPTbl, KPOME AUAMETPA

Aortic phenotypes
A e e BAXHOCTb AOPTAABHOTO
PEHOTUNA

BriepBble BbISBAEHHbIN

ABycTBOpYaThin AK U kopHeBou doeHoTUn
NPU3HAOH OEHOTUMMHECKMM MAPKEPOM BoAee
3AOKQYECTBEHHOTO MOBEAEHMI AMAQTALMM

Fused BAV (90-95% of BAV) 3 phenotypes
Root phenotype [ T \

(15-20%)
Right - left cusp fusion Right - non cusp fusion Left - non cusp fusion
(70-80%) (20-30%) (3-6%)

ae ne e

2-sinus BAV (5-7% of BAV) 2 phenotypes
A

[ 1

Laterolateral Anteroposterior
Extended phenotype @
i (ﬁ (‘

D D

o)

@Eesc—

J Am Coll Cardiol.2022May17;79(19):1890-1897
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BbICOKWUN PUCK PA3PbIBA AHEBPU3Mbl AOPTbl, KPOME AUAMETPA

TOAOBASl CKOPOCTb NPUPOCTA
ANAMETPA

BocxoaduLas aopTa u Ayra 3 MM/ToA

Hucxoaawasa aopta 10 Mm/roa
(MAM 5 MM/ 6 mecsLes)

bpowHasa aopta 10 mm/roa
(MAM 5 MM/ 6 mecsLes)

8 3

. @Esc—

J Am Coll Cardiol.2022May17;79(19):1890-1897
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BbICOKWUN PUCK PA3PbIBA AHEBPU3Mbl AOPTbl, KPOME AUAMETPA

Y

AHEBPU3MA, CBA3AHHAS C
NMEHETPUPYIOLLLEU 93BOU
BbICOIO PUCKA

OcobEHHOCTU BM3YAAM3ALMMU:
MAKCUMAABbHAS WKMpUHA 2 13-20
MM

MOKCUMOAABbHAS TAYOMHA 2 10 Mmm
3HAYUTEAbHBIU POCT LLIMPUHbI MAM
rAYOUMHbI > 5 MM/TOA

[leHeTpupyoLLLaa 438Q,
ACCOLMUPOBAHHASA
* C MELLOTYOTOM AHEBPMU3IMOM

* C HAPACTAKLWLMNM
MAEBLOAAbHBIM BbINTOTOM

@Eesc

J Am Coll Cardiol.2022May17;79(19):1890-1897
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AATOPUTM reHEeTUKU U BU3YAAU3ALUU C 3060AEBAHUAMU TPYAHOU AOPTbI

MaymeHT C ]
I +
3aboneBaHMEM aopTbl
v

<60 ner
T

i ® v
I ROpeHb aopTbl/BOCX0AAWLanA aopTa ] rMCCEKLI,Mﬂ aopThl ]l Owvnatauma aopTsl ]

z-score 2 3 uAn guccekuma a0pThl

l p,OﬂOI'IHMTGI'IbeIe PUCKN:
| ApTepuanbHas rMnepToHus | | ApTepuanbHasa runepToHns |
¥ _Le . —O_L v CUHApPOManbHbIe NPU3HAKM:
S V_l
— * CuHppom MapdaHa
Toboit OpeHb aopThbl/BOCXOAALLAS o

- CuHppom Jloeca-AiuTua
p,OﬂOﬂHVITeanbIM aopTa no z-score 2 3 unmn

e CocyaucTbliii cuHapom dnepca-AlaHnoca
pycK (cm.cnpasa) nobo ONONHUTENBHBIN YA AP pca-Ai

pUCK (cm. cnpasa)
\_#'

.T

[JanbHelwee - CemeliHblii aHamHe3 : (060 U3 HUX)
obcnenoBaHue Ha NanbHelwee * 3aboneBaHuA aopTbl
HacAeACTBEHHbIE obcnesoBaHMe Ha * AHeBpu3ma nepudepuyeckomn unm

3a60/1€BaHNA aopPThl -
HE TPEBYETCH g AciechHbIc BHYTPUUEPEeNnHOI apTepuu
¥ » ¥ ¥ 3abos1eBaHMA aopTbI * BHe3anHaa cmepTb B Bo3pacTe Ao 60 ner
HE TPEBYETCA
Knacc |

I

| lnacc | |

Knacc |
1

MoBTOpHOE reHeTUYecKoe TeCTUpOBaHKe
nacc y npo6aHaa uepes 3-5 ner
FeHeTUuYecKoe HabaoaeHue MoBTOPUTL BU3yanusauuio
Knacc lla yepes 5 netr Knacc lla

"

@ ESC—



@)) PEKOMEHAALLUUN HA 2024 TOA: NEPBbIN LWAT K BYAYLLEU @
MHOTO®AKTOPHOMU OLLEHKE PUCKA

Aortic phenotypes

Ascending phenotype
(70-75%)

* Y NOUMEHTOB C KAMHMYECKMMM MPUIHAKAMM OCTPOTO AOPTAABHOTO
CMHAPOMQA, pPEKOMEHAYETCH MCMOAb30OBATH
MHOTOMAPAMETPOUYECKMN AATOPUTM AAT MOATBEPXKAEHMI UAU
MCKAKOYEHMA C MCMNOAb3OBAHMEM ADD-RS. ..

(15-20%)

* TOABKO AMAMETP OCTAETCH CYOONTUMAAbHBIM MPEAUKTOPOM
AMNCCEKLMM QOPTbI MPU MAOHOBOM HADAIOAEHUM

4
23
2
3
é

« Peaamsaums Apyrmx MopdoAOrH4ecKmux Kputepmes ol

=
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MIOHbCKAA
KOH®EPEHLUUA
B KAPAMOKAMUHUKE

CNnACUBO
3A BHNMAHME!

Mpurnawaem NpncoeanHUTLCS
K y4aCTHMKaM KOHdepeHuunn
B Telegram-kaHane.
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