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Bénh co tim phi dai: cn chan doan va dt

Dai ceong

o BCTPPD: tan suat cao nhat trong bénh tim
mach do di truyén; nam = nir

a Biéu hién 1am sang da dang
a Sinh 1y bénh duy nhat

a Tién trién tuy nhién thay doi

TL: Maron BJ. Braunwald’s Heart Disease 9" ed, 2012 Elsevier Saunders 1582-1594
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Bénh co tim phi dai: cn chan doan va dt

b ry
o ~/ A A A
Dinh nghia va tan suat
o BCTPD:
Day nhung khong dan that trai
Khong do bénh h¢ théng hoac bénh tim khac (TD:
hep van DPMC, THA...)

o Tan suat 1/500 quan thé chung (# 600.000 ngudi M¥)
o Bénh toan cau
o Ca dau tién 1958 (Brock, Teare)

TL: Maron BJ. Braunwald’s Heart Disease 9" ed, 2012 Elsevier Saunders 1582-1594
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Bénh co tim phi dai: cn chan doan va dt

Di truyén BCTPP

a Di truyén NST thuong, trdi (autosomal dominant)

o Pa xac dinh:
11 genes li€n quan dén cardiac sarcomere: chuo1 nang
beta-myosin va protein C
9 gene: troponin T, I, alpha tropomyosin, tritin, chudi
nang alpha- myosin, myosin chudi nhe
Khong xac dinh dugc SO genes va s6 dot bién BCTPP

TL: Maron BJ. Braunwald’s Heart Disease 9t ed, 2012 Elsevier Saunders 1582-1594
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Giai phau bénh

o Buong that trai nho. Vach lién that day. C6 thé day ca
vach that hay mom tim . Noi mac buong tim bi day bdi
mo soi. Van 2 1a thuong khong binh thuong. Nhi trai
dan.

o DPong mach vanh ¢ thugng mac co tim thuong 16n va
khong tac nghén . Pong mach vanh trong vach tim
thuong day va long mach nho hon thuong.

o X4o tron sap xép soi co tim (myocardial fibers
disarray) xay ra ca ¢ vach lién that 1an thanh tim.




Bénh co

tim phi dai: cn chan doan va dt

Giai phau bénh

a Cac thé BCTPD

4

Phi dai bat d6i xtng that trai,
chil yéu & vach lién that va vach
trude that trai xay ra & 70%
trueong hop.

Phi dai VLT phan day xay ra o
15-20% trudng hop.

Phi dai ving mom , hiém gip &
phuong Tay (<2%) ; nhiéu hon
& Nhat (25%). Thé phi dai nay
thuong c6 biéu hién séng T
khong 16 va dao ngugc & cac
chuyén dao nguc trai.
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Bénh co tim phi dai: cn chan doan va dt

Bénh co tim phi dai do d§t bién gene LAMP,

o Bé trai 14 tuoi, dot tir

o VLT 65 mmHg (tim ndng
14259)

Ao: dong mach chu; VS: vach
lién that

B: té bao co tim (myocyts) kém
vacuolated sarcoplasm (mau
dd) nam trong seo (mau
xanh)

C: x40 trdn sap xép myocytes,
dac thu cua sarcomeric
BCTPb

D: ECG trong tim, ICD tao soc v A1 AL . ] —— ;ﬂ,.ﬁ;;\,‘ ;"vz'”‘"w .
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Vioh TL: Maron BJ. Braunwald’s Heart Disease 9t ed, 2012 Elsevier Saunders 1582-1594



Bénh co tim phi dai: cn chan doan va dt

A: phi dai niang, khong d6i xing VLT, >
50 mm

B: Phi dai vach, phan xa day hon phan
gan

C: Phi dai khu tra ngay dudi van BPMC

D: BCTPD thé mdm tim

E: Phi dai nhe dong tm, bé day tuong
tu ting khu vuc

F: BCTPPD thé dao nguoc (inverted),
vaik sau TTr day hon VLT (40 mm)

TL: Baron BJ. JAMA 287: 1308, 2002
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Bénh co tim phi dai: cn chan doan va dt

Dang that trai/
BCTPD co6 kem
nguy co loan nhip
that va dot tir

A: VLT phi dai ning, diy 55 mm

B: Tai phinh médm TTr kem phi
dai co tim vung gitta/ BCTPD

C: S¢o 16n xuyén thanh VLT do
huy co tim bang con

D: BCTPD giai doan cubi: seo
xuyén thanh VLT, lan dén
vach truée TTr

VLT: vach lién that
TTr: thit trai
TL: Valeti US et al. J. Am Coll Cardiol 2007; 49: 350
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Bénh co tim phi dai: cn chan doan va dt

TAi cau tric that trai do tién trién kiéu hinh BCTPD
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AGE IN YEARS
o Trai: thoi tré em/ vi thanh nién, bé day vach TTr ting dan b/n BCTPP gia dinh
o Phai: tudi 10n, tudi 27: vach TTr binh thudng < 12 mm; tudi 33: vach diy > 30 mm o
L, o

Vieh TL: Maron BJ. Braunwald’s Heart Disease 9t ed, 2012 Elsevier Saunders 1582-1594



Cac dac diem hinh thai hoc can
quan tam/ BCTPD

o Day that trai

o BO may van 2 14: van 2 14 dai gap d6i binh thuong
hoac dan 16n tirng vung 14 van trude hay 14 van sau

2 Mo bénh hoc co tim: x40 tron sap X&p so1 co tim

o Bat thuong PMV trong co tim: thanh day (ndi mac
va trung mac), long hep
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Bénh co tim phi dai: cn chan doan va dt

Sinh Iy bénh

o Nghén budng tong that trai (> 30 mmHg): yéu to manh
dan dén suy tim va tir vong tim mach

o Tuong quan yéu gitta mirc do nghén BTTTr va dot tr do
tim

o Nghén duo1 DPMC: do van dong té1 trude van 2 14 ky tam
thu (SAM) sat vao VLT ky tam thu

o Do chénh ap BCTPD: c¢6 tinh ddng hoc
o TMCB co tim/ BCTPD: do rdi loan chirc nang vi mach

o R6i loan chirc ning tim truong: 80% BCTPD = suy tim,
kho thd gang stc

12

SAM: systolic anterior motion
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Bénh co tim phi dai: cn chan doan va dt

. 250 —
o
T
=
= 200
., . 100 - N , =
> < 0 obstruction o
Anh hll’O’l]g o = 150
y Tt 904 T
lA A N = '<T: %
€n song con |55 _ | S 100 -
” ~ L g Obstruction 3
cua nghén |33 ;. = _
‘ , ok = 50 4 7=
bud to W ] P = 0.001 3 ' ,
uong tiong | £ eo - =
r [ 0 '( —l 0 i
th"t t r e | T T T T | T 1 .
a ral 0 2 4 6 8 10 Rest Post-exercise
YEARS AFTER GRADIENT
A MEASUREMENT B
1.0 e
0.9 - \_\_
I 83%
X Ay L1 s § 0.8
C: sau phau thuat cat bot co =
tim vach that (septal S 07 -
myoctomy): sdéng con tuong @ — Isolated myectomy 61%
du’ong quan thé chung 0.6 - Nonoperated obstructlye
Expected U.S. population
05 | 1 I | I 1 I I | |
0 1 2 3 4 5 6 7 8 9 10
Q’E’;ﬁ‘;ﬂ C YEARS POST-OP 13
Vinh

TL: Maron BJ. Braunwald’s Heart Disease 9t ed, 2012 Elsevier Saunders 1582-1594




L.am sang
0 Triéu chirng co nang :
Kho tho, con dau that nguc, ngat
o Triéu chirng thuec thé :
Mach dong mach canh : 2 dinh (biferiens pulse)
MOm tim : manh, kéo dai
T1 binh thuong, T2 tach d6i, T3, T4 ¢ thé co

Am thoi tAm thu thay doi cuong do theo tu thé
(dynamic auscultation)
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Bénh co tim phi dai: cn chan doan va dt

Tém tit cac
biéu hién
gidi phau
bénh, huyét
dong, lam
sang cua
BCTPD

Nhi trdi din, 4p lyc ting, thé
tich tang, sung huyét TMP,
rung nhi.

H3214
(nhe d€n ning)

Ming diy n6i mac

Nghén duding ra that trdi
(tiém 4n, tao triéu ching,

X4o tron sdp x€p dong hoo)
dng hoc

sdi cd tim

Thu dan bt thudng

B4t thudng vi tri cot cd

Tudi miu bat thudng

i

R&i loan chic ning tAm trwong

Nhip nhanh that, Rung tht

L, g
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Bénh co tim phi dai: cn chan doan va dt
Tom tat cac biéu hién lam sang cua BCTPD

BCTPD
N —

AN

//

Kho tho

en::
v Nguyen
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Bénh co tim phi dai:

Can 1am sang ECG

a Nhip xoang .

Q Thu:c‘rngcéloannhjpiii:f;g
NNTT, NTT that,
NNT, rung nhi

o Day that trai




Bénh co tim phi dai: cn chan doan va dt

Can lam
sang: siéu
am tim

v Nguyen

Vinh

Cac dau hiéu 1am sang:
* Phi dai khéng d8i xtitng evalch liedn thaat (ASH)
* Chuyén dong t6i trudc van 2 14 ky tdm thu (SAM)

* Nghén budng téng that trdi: +

ASH ( Asymmetric Septal Hypertrophy )

VLT
Ty lé >13:1
Vach sau that trdi

ASH con thdy duge 6 :
* Tré so sinh dén 1, 2 tudi
* T¢n thuong 1am téng 4p lifc that phai lau ngay
(TD: Hep van DMP, ting 4p DMP nguyén
phat, CVbDM )
* Hep van DMC, ting hu«yé'f, 4p,

* Sarcomas, amyloidosis, Freidreich' s ataxia, phit
niém (myxedema)




Bénh co tim phi dai: cn chan doan va dt

Siéu am tim (1)

ISV : Viach lién that
PM : Cotco

MV : Van 2 la

LA : Nhi trai

AV : Van bMC

SAM : Systolic anterior
motion (van dong td1 trudc
ky tam thu)
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Bénh co tim phi dai: cn chan doan va dt

(2)
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Bénh co tim phi dai: cn chan doan va dt

(3)
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Bénh co tim phi dai: cn chan doan va dt
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Bénh co tim phi dai: cn chan doan va dt
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Bénh co tim phi dai: cn chan doan va dt

AU Am tim (6)
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Bénh co tim phi dai: cn chan doan va dt

Siéu Am tim (7): hep buodng tong TTr

do SAM kém day vach tim ky tim thu

ol Subs

ArF
d@2:22

HIEPITAL

Proximal .
acceleration
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Siéu am tim (8): bénh nhan nam 8
tuoi/ BCTPD

_—— |
Mt cét canh trc truc doc ngang qua tht trai: hinh anh bénh co tim phi dai thé tic nghén trén
bénh nhan nam 8 tudi. That trai day dong tam; bé day vach lién that 1a d1 = 13,5mm; bé day
thanh sau that trai la d2 = 7mm. Ty 1¢ VLT/thanh sau that trai = 1,9
TL: Pham Nguyén Vinh va c/s: Atlas siéu am tim 2D va Doppler mau. NXBYH 2002
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Bénh co tim phi dai: cn chan doan va dt

Sieu am tim (9): bénh nhan nam 18t/ BCTPD

Mt cét canh tc truc doc: hinh anh bénh co tim phi dai trén bénh nhan nam 18 tudi. Hinh anh SAM
14 van trudc van 2 1a (A). Mat cat canh (rc truc ngang - ngang 2 that, chiéu day vach lién that 1a
24mm, chi€u day thanh sau that trai la 8mm, ty 1¢ VLT/thanh sau that trai = 3 (B)

TL: Pham Nguyén Vinh va c/s: Atlas siéu 4m tim 2D va Doppler mau. NXBYH 2002
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Sieu am tim (10): SAM la trwoce van 2 1a
va BCTPD the mom tim

Mit cat 5 buong tir mom: hinh anh SAM 14 trudc van 2 1a (C). Mt cat 4 budng tir mom,
bénh co tim phi dai khu tri ving mom (D)

TL: Pham Nguyén Vinh va c/s: Atlas siéu 4m tim 2D va Doppler mau. NXBYH 2002
L, ”
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* Siéu Am tim (11): nghén budng tong
that trai/ BCTPD

Mt cat 5 buong tir mém, hinh anh Doppler mau dong méau xoay di
ngang qua budng tong that trai, phd Doppler dong mau qua bMC
la 81mmHg

an::.. S "
W i TL: Pham Nguyén Vinh va c/s: Atlas si€u am tim 2D va Doppler mau. NXBYH 2002



Bénh co tim phi dai: cn chan doan va dt

Chan doan

a Pic diém cia BCTPP la phi dai khong d6i xtng that trai, thuong khu tra &
vach lién that. Chan doan xac dinh thuong dua vao si€u am tim, doi khi can
thong tim va chyp buong tim.

o Can chan doan phan biét voi hai trudng hop sau :

1. Tim van dong vién (athletic heart)

Vach lién that BCTPD co th€ day trén 15 mm, nhi trdi dan trén 4 cm,
duong kinh that trai cuoi tam truong dudi 45 mm. Tim van dong vién
thuong it hon v€ VLT va nhi trai, chi that trai1 dan hon.

Tim van dong vién s€ giam baét phi dai khi ngung tap luyén trong 3 thang.

Tim van dong vién khong ¢ roi loan chtrc ning tAm truong that trai.
Nguoc lai 6 BCTPD

ECG ¢ BCTPD thuong rat bat thuong, ¢ dién thé rat cao

2. Giai doan sém ctia BCT han ché do Amyloid c6 thé giong BCTPPD trén siéu
am : co phi dai that ma khong c6 ro1 loan chirc nang tam thu. ECG hitu ich
trong chan doan phan biét : dién thé trong BCT han ché Amyloid thuong thap

”Pham 30

v Nguyen
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Bénh co tim phi dai: cn chan doan va dt

Chan do4n
phan biét
BCTPD voi

tim van dong

“Gray zone” of LV
wall thickness
(13—15 mm)

heart

= A
VI e n <€—— Unusual patterns of LV hypertrophy
<«—— LV cavity <45 mm
LV cavity =55 mm —_—
«— Left atrial enlargement —_—
-«€—— Bizarre ECG patterns —_—

<«— Abnormal LV filling
<«€— Female gender

1 Thickness with deconditioning —_—
<«—— Family history of HCM

Max. VO2 >45 ml/kg/min
..Pham >110% predicted al

Nguyen
TL: Maron BJ. Braunwald’s Heart Disease 9% ed, 2012 Elsevier Saunders 1582-1594
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Bénh co tim phi dai: cn chan doan va dt

Dién tién 1am sang

o Tién trién tu nhién:
Biéu hién LS: tir so sinh dén > 90 tuo1
Tu vong chung tu nhién: 1%/nam — tre
em: 2%/nam

a Cac bién chig:
Dot tir
Suy tim

Rung nhi

32



Bénh co tim phi dai: cn chan doan va dt

Tién trién 1Am sang BCTPP (1): song con
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CUMULATIVE SURVIVAL RATE

Q==

0

n=234

Average follow-up = 8.1 yr
HCM mortality rate = 1.2%/yr
p=0.22

— HCM

- .S, national
health statistics
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DURATION FROM INITIAL DIAGNOSIS (yr)

vish T - Maron BJ. Braunwald’s Heart Disease 9" ed, 2012 Elsevier Saunders 1582-1594
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Bénh co tim phi dai: cn chan doan va dt

Tién trién 1am sang BCTPD (2): song con, tir
vong do BCTPD, tir vong khong do BCTPD
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Bénh co tim phi dai: cn chan doan va dt

Tan suat dot tir thay doi theo tudi/ BCTPD
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1 Sudden death
1 Stroke
i [ Heart failure
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AGE AT DEATH OR MOST RECENT
EVALUATION (years)

vish T - Maron BJ. Braunwald’s Heart Disease 9" ed, 2012 Elsevier Saunders 1582-1594
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 Céc 'lllguyén nhan dot twr tai My: phan tich
1866 trwong hop tir 1980-2006

Indeterminate LVH

Possible HCM" (8%)
Normal heart
(3%)
HCM
Othert (4%) (35%)
CHD (1%)
WPW (2%)
Dilated CM , /
(2%) 4b Coronary
anomalies
Aortic rupture :
(3%)
CAD (3%)
Tunneled LAD Myocarditis (6%)
(3%) —— ARVC (4%)
MVP (3%) — lon channelopathies

(4%)
) Jo

vish T - Maron BJ. Braunwald’s Heart Disease 9" ed, 2012 Elsevier Saunders 1582-1594



Bénh co tim phi dai: cn chan doan va dt

Xt tr1 BCTPD

0 Phong ngua dot tu

o Piéu tri n6i khoa suy tim
a Piéu trj rung nhi

o Phau thuat

a Huy vach that bang con (Alcohol
Septal Ablation)

37



Bénh co tim phi dai: cn chan doan va dt

Lwong
dinh nguy
co dot twr

VT: nhip nhanh that;
NSVT: nhip nhanh that
khong kéo dai; BP: huyét
ap; LVH: phi dai that trai;
ICD: may pha rung cay
duogc; CAD: bénh dong
mach vanh

e
Nguyen

Vinb TL: Maron BJ

2° prevention
Cardiac arrest. Sustained VT

1° prevention

Familial sudden death
Unexplained syncope
Multiple-repetitive NSVT (Holter)
Abnormal exercise BP response
Massive LVH

> —>» |ICD

A

Potential arbitrators
End-stage phase
LV apical aneurysm
Marked LV outflow obstruction (rest)
Extensive delayed enhancement
Alcohol septal ablation (?)*
Modifiable

Intense competitive sports

CAD

/ Intermediate \

Lowest
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. Braunwald’s Heart Disease 9" ed, 2012 Elsevier Saunders 1582-1594




[ k o A © [
Dieu tri no1 suy tim

0 Suy tim tam truong:
Chen beta
Verapamil
Disopyramide
Loi tiéu: giam sung huyét phoi

a Suy tim tam thu:
Chen beta, UCMC hoac chen thu the AG

I1, loi tiéu, spironolactone + khang vit K




Bénh co tim phi dai: cn chan

doan va dt

Piéu tri rung nhi BCTPP

0 Kiém soat tan so that: chen beta

verapa

o A

mil

MIO0

a C

nong

arone: p
dong: k

nong tai phat

nang vit K
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Bénh co tim phi dai: cn chan doan va dt

Phau thuit

0 Kinh nghiém > 45 nam

o Cat co tim vung vach that (septal myectomy) uu
tién cho suy tim NYHA 3,4 kem nghén buong tong
that trai

a Tu vong < 1% - ky thuat Morrow

0 Hi€u qua:

Giam suy tim
Giam nghén buong tong TT

Tang song con

L, o “

Vish —T| - Maron BJ. Braunwald’s Heart Disease 9" ed, 2012 Elsevier Saunders 1582-1594



Bénh co tim phi dai: cn chan doan va dt

Huy co tim vung vach bang con
o Tiém 1-3 ml con 95% vao nhanh xuyén lén ving
vach lién that
a Giam suy tim

o Tat bénh va tr vong do thu thuat: cao hon phau
thuat

a 20% can huy bang con lan 2

o Nguy co: loan nhip that (3-5%/nam trén 10%
bénh nhan)

L, *

Vish —T| - Maron BJ. Braunwald’s Heart Disease 9" ed, 2012 Elsevier Saunders 1582-1594



Bénh co tim phi dai: cn chan doan va dt T
— Genetically Overall _ >
Longitudinal | | e cied wio [€— HCM  pp| High-risk | | primary/
follow-up phenotype population SD secondary
prevention

Chién lwoc
diéu tri No drugs No/mild Heart

symptoms failure = AF = Anticoagulation

B TPI_) Normal e (onv SD symptoms
risk)
expectancy I
i —fCardioversion |
_ Verapamil i RF a‘:;‘go“;
e Nguy co dot tur cao:  Drugs *[: e
Y s e o2 o Beta blockers | - Drugs ' Pharmacologic
oTién su gia dinh dot tu Ry
.Ngét khf)ng cat nghTa dlIOC VDisopyramide ‘
oNNT khong kéo dai tai
dién S Drug- Obstructive ' —1
: ! Alternative
., o, 2 Aftarioad | refractory ===  (restor —>» to surgery
eDap ung huyét ap bat ! symptoms provocation) _

> ' | reduction | | _
thuong/gang surc b ; l l rl_l
) ' | Diuretics
oPhi dai TTr ndng & =

L Nonobstructive Surgery: Alcohol DDD
| Digoxin < sItE:;e <— (restand Septal septal | pacing |
| Beta provocation) myectomy | | ablation
' | blockers |

TL: Maron BJ. Braunwald’s Heart F—
Disease 9" ed, 2012 Elsevier Saunders ' | Spirono- ;
1582-1594 ' lactone |

.V. Eléi‘;‘en Heart w8
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