BENH CO TIM HAN CHE
(Restrictive Cardiomyopathy)
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Bénh co tim han ché

BENH CO TIM

Sa do so sanh ba dang cua BCT véi tim
binh thudng

(Tai liéu ; Waller BF . Pathology of the
cardiomyopathies. J.Am Soc . Echocardiog. 1:
4, 1988)

Dilaled Cardiomyopathy (DCM): BCT dan né
Hypertrophic Cardiomyopathy (HCM): BCT phi
dai

Restrictive Cardiomyopathy (RCM): BCT han
ché

Normal Dilated cardiomyopathy
LV

LV
Hypertrophic cardiomyopathy Restrictive cardiomyopathy




Bénh co tim han ché

BENH CO TIM HAN CHE

Pinh nghia:

e Tinh trang glam do chun gian ky tam trucng,
dan dén ton thu’dng do day that ma khoéng do
phi dai tam that, roi loan chi’c nang tam thu
hoac bénh méng ngoai tim.

e Can phan biét BCT Han Ché vgi Viem Mang
Ngoai Tim Co That



Bénh co tim han ché

PHAN LOAI BCT HAN CHE (1)

Cd tim (ton thuong chi G cd tim) -
e Khdng tdm nhudn (Non infiltrative)
+ VO can
+ X3 cung bi
e Tam nhuén (Infiltrative)
+ Bénh Amyloid
+ Bénh Sarcoid
+ Bénh Gaucher
+ Bénh Hurler
Bénh du trir (Storage diseases)
+ Bénh tich tu sat (Hemochromatosis)
+ Bénh Fabry
+ Bénh du trir Glycogen



Bénh co tim han ché

PHAN LOAI BCT HAN CHE (2)

D

e Co tim va noi mac tim

—Xd hoa ca tim va noi mac tim

—HOi chirng gia tang bach cau ai toan

—HOi ching carcinoid

—Bénh ac tinh di can

—Xa tri

—Ng0 doc Anthracycline



Bénh co tim han ché

WORKING CLASSIFICATION OF
RESTRICTIVE CARDIOMYOPATHY

)

Restrictive Cardiomyopathy

Primary Restrictive Cardiomyopathy

Endomyocardial Fibrosis

Loeffler’s Cardiomyopathy

Idiopathic Restrictive

Cardiomyopathy

Secondary Restrictive Cardiomyopathy

Infiltrative Disease Storage Disease

Amyloidosis

Hemochromatosis

Sarcoidosis Glycogen Storage Disease

Postirradiation

Fabry’s Disease

Therapy




Bénh co tim han ché

CHAN DOAN PHAN BIET BCT HAN CHE
VOI VMNT CO THAT

0 BCT Han Ché VMNT Co Thit
o Mét + +

e Kho thd + T

« Dian TM c6 + +

* C6 chudng, phu + t

» Pau nguc giong CDTN  + Q)

- T3 + Q

- Amthdihé2lava3la + (-)

o DAu hiéu bénh hé théng  + 9

o Tién st VMNT ) (+)

- @/i.hoa MNT (-) (+) ,



Bénh co tim han ché

CHAN DOAN PHAN BIET BCT HAN CHE
VOI VMNT CO THAT

e  SiéuAm tim BCT han ché VMNT co that
« E/A>>>1 (+) (+)
» Thay ddi theo ho hap - (+)

CCCCCCCCCCCC

...................................................................................



Bénh co tim han ché

CHAN DOAN PHAN BIET BCT HAN CHE
VOI VMNT CO THAT

e Chup cat IGp dién toan

e Anh cdng hudng tir
—R&t cd gia tri chan doan xac dinh (N/c vé
MRI : dung trén 93%)



Bénh co tim han ché

CHAN DOAN PHAN BIET BCT HAN CHE VOI
VMNT CO THAT

o
Thong tim :
e BCT han cheé :

— Khac biét AL TTrueng TTr v3i AL TTrueng TP > 5
mmHg

— AL TThu TP > 50 mmHg
e VMNT co that :

— Khac biét AL TTrueng TP v&i ALTTruong TTr < 5
mmHg

— AL cudi TTrucong TP > 1/3 AL Tthu TP
— AL Tthu TP < 50 mmHg

” Pham
v Nguyen
Vinh
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Bénh co tim han ché

CHAN DOAN PHAN BIET BCT HAN CHE
VOI VMNT CO THAT

e Thong tim :
Biéu do ap luc
that phai dang
Tring Cao
Nguyén (Dang
can s@) -> c6 &
ca 2 bénh



Bénh co tim han ché

CAC PAC DIEM LAM SANG VA CAN LAM SANG CUA BCT HAN
CHE VA VIEM MANG NGOAI TIM CO THAT

Tiéu chuan

VMNT co that

BCT han ché

Kham thuc thé

e Ngoai vi

thong
e TMco

e Nghe tim

” Pham
v Nguyen
Vinh

+ ¢d chudng; phu

Tang vaGi song Y xudng
nhanh

Tiéng go (knock) mang
tim (40%)

+ ¢6 chudng; dau
hi€u bénh hé

Tang vai song Y
xuong nhanh

+ T3; Am thoi hd
van2lava3la
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Bénh co tim han ché

CAC PAC DIEM LAM SANG VA CAN LAM SANG CUA BCT HAN
CHE VA VIEM MANG NGOAI TIM CO THAT

Tiéu chun VMNT co thét BCT han ché e
CLS khong xam nhap
e Xquang nguc Kich thudc tim binh thudng Kich thudc tim binh
hodc tang. V6i hda MNT (40%) thudng hoac tang
e ECG Khong gitip chan doan Khong gitip chan doan
e Siéu am Doppler
e E Tang Tang
e A Giam Giam
e E/A Tang Tang
e Thdi gian giam toc Ngan Ngan
e Thay d6i theo hd hap Thudng ¢ Khéng
e CT hoac MRI MNT day MNT binh thuGng



Bénh co tim han ché

CAC PAC DIEM LAM SANG VA CAN LAM SANG CUA BCT HAN
CHE VA VIEM MANG NGOAI TIM CO THAT

Tiéu chuan VMNT co that BCT hm
CLS xdm nhédp
e Thong tim
e Ap luctam thu TP < 50mmHg > 50mmHg
e Ty lé AL cudi TTr

TP/ ALcudi Tthu TP > 0,33 < 0,33
e Tudng quan AL cudi TTr TP/

AL culi TTr TT khac biét < 5mmHg khac biét > 5mmHg
e Sinh thi€t co tim binh thuGng bat thudng; thuong

giup c6 chan doan

a
uyen
Vinh 14



Bénh co tim han ché

CHAN POAN PHAN BIET BCT HAN CHE

VOT VMNT CO THAT
a3

Sinh thiét ca tim va ndi mac: rat hitu ich

15



Bénh co tim han ché

CHAN DOAN

Clinical history, physical examination, CXR, ECG, screening
laboratory tests

|

Echo/Doppler — Specific diagnosis and
cause established;
l treat accordingly

PHAN BIET

Restrictive or constrictive defect undifferentiated

BCT HAN CHE
VOI VMNT CO

Pericardial imaging, CT or MRI

l

Cardiac catheterization

THAT 1

pericardium

Iimaging: thickened

l |

Discordant imaging Imaging: normal
and hemodynamic pericardium

QUl trinh chan Cath: =2 criteria for data Cath: <2 criteria for
’ PN = constriction constriction
doan phan biet ) j ]
High probability Intermediate Low probability
for constriction T for constriction
- Biopsy
If any doubt | l
remains, ¥ A4
biopsy Infitrative Negative Consider biopsy
T A | myopathy for diagnosis
. . , and prognosis
Negative Infiltrative
myopathy
”Phamr F |
)V gt Surgery Medical treatment Surgery  Maedical treatment




Bénh co tim han ché '
enh co tim han che Myocardial

Noninfiltrative

Idiopathic cardiomyopathy
Familial cardiomyopathy
Hypertrophic cardiomyopathy
Scleroderma

Phan loai BCT Dihetc cariorTSEREEN —
han ché theo —

~ A Amyloidosis
n g uye n n h an Sarcoidosis
Gaucher disease
Hurler disease
Fatty infiltration

Storage Disease
Hemochromatosis
Fabry disease
*These conditions are more likely than the others Glycogen storage disease
to be encountered in clinical practice.
Endomyocardial
TL: Hare JM. Braunwald’s Endomyocardial fibrosis
Heart Disease 9™ ed, Hypereosinophilic syndrome
2012, p 1563-1580 Carcinoid heart disease
Metastatic cancers
Radiation
_ Toxic effects of anthracycline
."giugen Drugs causing fibrous endocarditis (serotonin, methysergide,
ergotamine, mercurial agents, busulfan)
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Bénh co tim han ché

BCT HAN CHE TIEN PHAT
(Primary Restrictive Cardiomyopathy)

I -
% Giai phau benh :

e Kich thudc bubng that bt ; Nhi I6n

e DO chun gian tam that giam

e X0 hda mé k&. Khdng ton thuong ndi mac tim
< Bénh su :

e Co hay khong T/c cd nang

o Kho thd ; Mét; CDTN (PMV c6 thé bt)

e T3 (4); Am thGi (+)

e Rung nhi # 50%
< Chan doan : siéu am va thdéng tim
< Diéu tri : digitalis, Igi tiéu, thudc chdng loan nhip
<» Ngoai khoa : thay van, stra van

a
e
Vinuh 1 8



Bénh co tim han ché

BENH CO TIM VA NOI MAC PA BACH CAU AI TOAN
(Eosinophilic Endomyocardial Disease)

< Con goi :Viém ndi tam mac Loeffler hay Xo héa'co
tim va noi mac Davies
< Giai phau bénh :
e Sgi hoa tao mang trang ndi mac vung mém va budng
tong 2 tam that
e Huyét khdi rai rac trong budng tim
e HG van 2, 3 |a do sgi hoa
< LAm sang :Tudi 15 - 50, Nam = Nir
e Biéu hién chinh :
— Suy tim sung huyét
— Huyét khoi thuyén tac

. — Dot tor
Pham -



Bénh co tim han ché

BENH CO TIM VA NOI MAC PA BACH CAU AI TOAN

(Eosinophilic Endomyocardial Disease)
% ECG D
— Bi€n d6i QRS , ST-T
— Loan nhip
< Chan doan :
— Siéu Am tim ; Thoéng Tim ; Sinh thiét cg tim
< Diéu tri va tién lugng :
— Dot tr : 9%
— Song con sau 10 nam : 25%
— Digitalis, Igi tiéu
— Co tang bach cau ai toan : Prednisone + Hydrourea
— Khang dong
— Ngoai khoa : Lay cuc mau, g& bo ndi mac, thay van tim

&3
:—"‘13
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Bénh co tim han ché

BENH CO TIM VA NOI MAC PA BACH CAU AI TOAN
(Eosinophilic Endomyocardial Disease




Bénh co tim han ché

BENH CO TIM VA NOI MAC PA BACH CAU AI TOAN

(Eosinophilic Endomyocardial Disease)

Tricuspid

insufficiency
| Papillary

muscles

RV crease map of Africa /
configuration

”Pham Fibrosis and/or thrombosis of inflow tract

Nguyen
Vinh restriction to filling and/or cavity obliteration

22



Bénh co tim han ché

BENH AMYLOIDOSIS

e Do tich tu chat Amyloid glu’a cac té bao trong cg.guan
dan dén ton thuang chlic ning
e Amyloid : Chat nén khong hinh dang co nong do cao
protein fibrils.
e 4 thé Amyloidosis :
e Primary or myeloma related amyloidosis (A)
e Secondary A

e Senile systemic A
e Familial A

e Thanh phan protein trong cac thé nay khac nhau.
— AL: Light chains amyloidosis

— ATTRm: Transthyretin- related amyloidosis



Bénh co tim han ché

BENH AMYLOIDOSIS

%Giai phau bénh :

e Chat amyloid lan toa cad tim -> cd tim ci’ng, giong cao
su. Tim khong xep khi lay khoi [6ng nguc
e Cd tim day 12mm dén trén 15mm
<Chan doan :
e 2D : Vach that day, “lap lanh”; Nhi IGn
e Doppler : ROi loan chic nang tam truong tam that
e ECG : dién thé thap / Cao tim day & Echo
e Tim chat amyloid khi sinh thi€t co quan khac
e Bat thudng vé protein mau va protein trong nudc tiéu

24



Bénh co tim han ché
Cac bieu hien lam sang cua

amyloidosis tim mach
-

<BCT han ché

< Suy tim tam thu

“*Ha huyét ép tu thé ding: 10% bénh
nhan, do ton thuong tim va thugng than

<Bénh hé théng dan truyén: doét tir, blGc
nhi that, ngat

pham TL: Hare JM. Braunwald’s Heart Disease 9™ ed, 2012, p 1563-1580
."’Ng”ye“ 25



Bénh co tim han ché SUSPECTED CARDIAC AMYLOIDOSIS
(E.g., heart failure with typical echocardiogram)

l

Careful physical exam seeking other potential organ involvement
e.g., proteinuria, periorbital purpura

l

Biopsy of selected cardiac or non-cardiac tissue

l

Biopsy positive:

Qui trinh

xz/;’ trl’ r AMYLOIDOSIS CONFIRMED \l

amyloldosis

Where feasible,
special stains such as
immunogold

unavailable

l

Serum and urine IFE,
— FLC assay,
bone marrow biopsy

tl I I l One or (usually) All negative

more positive |

‘ Special stains

‘ Genetic testing for
|_1 mutant TTR or ApoA1 _I

Amyloid type confirmed ‘—l Positive Negative
| | |

\ TTR \ ‘ AL amyloidosis | | Familial Probably SSA
. T T T’ [= [ b / v ]
TL: Falk RH. Circulation | l LY S e
. Genetic testing for Quantify light chains
112: 2047’ 2005 ﬂ mutant TTR h (as baseline for follow-up)
i ) and exclude concomitant myeloma
Positive Negative
B . 3
Familial amyloidosis SSA AL amyloidosis
” Pham Supportive therapy. Supportive therapy. Chemotherapy and
v Eﬁfﬁ’m Assess for liver transplant supportive therapy.

and need for cardiac
transplant.




Bénh co tim han ché

BENH TICH TU SAT

(Hemochromatosis)

A g A D
< Hai the benh:

— Primary (idiopathic) hemochromatosis (H) di truyén;
hap thu qua nhiéu Fe++

— Secondary H : do dua sat qua nhiéu vao cg thé. TD :
Truyén mau nhié€u lan / thi€u mau man

< Giai phau bénh:
— Sat trong t€ bao -> huly hoai t€ bao -> xd hda
— Sat tich tu nhiéu & dudi thugng mac that
— Tim phi dai va dan

27



Bénh co tim han ché

BENH TICH TU SAT
(Hemochromatosis)

o1 A . -
“*Lam sang :

— 25% bénh nhan Hemochromatosis c6 biéu hién BCT han
ché

— 35% bénh nhan Hemochromatosis c6 biéu hién suy tim
tam thu

< Chan doan :

— 4 chiing : Tiéu dudng , bénh gan , xam da va bénh tim ->
Hemochromatosis ?

— Do nbng do sat huyét thanh ; kha nang bdo hoa sat toan
phan ; nong do Ferritin huyét thanh ; sinh thi€t gan

” Pham
v Nguyen
Vinh
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Bénh co tim han ché

MOT SO BENH CO TIM PAC BIET POI KHI CO

BIEU HIEN BCT HAN CHE
B
1. Ghép tim: Sau 1- 13 nam, 10 - 15% co bieu hién BCT
han ché

2. Sdi hoa co tim sau khi xa tri
— Xa tri trung that > 40 Gy -> Tan suat cao roi loan chic
nang that (co tim sgi hda) hodc sgi hoa mang ngoai tim
hoac ca hai
3. Ho6i chi’ng Carcinoide
— T6n thudng van bén phai
— DGi khi co biéu hién BCT han ché
4. Thudc chong ung thu : Doxorubicin va Daunorubicin ->

~ Sgi héa ca tim va thoai hda myofibril

en:
Nguye
v Vinug, 2 9



Bénh co tim han ché

MQT SO BENH CO TIM DAC BIET DOI KHI CO
BIEU HIEN BCT HAN CHE

5. Xd cing bi -> Sdgi hda cd tim
6. Sarcoidosis

e Hat Sarcoid (Sarcoid granulomas) co trong tim 20-
30% bénh nhan Systemic Sarcoidosis

— Siéu am tim :
e 13,6% bénh nhan Sarcoidosis c6 ton thucng tim
e Phan I&n biéu hién suy tim tdm thu cda BCT dan ng

30



Bénh co tim han ché

TOM TAT

<»Lam sang :
e Mét, kho thd ; Pau nguc giong CDTN
e D3n TM ¢d ; C6 chudng ; Phu
e T3(+); AmthGi hd 2 13, hé 3 13
e Dau hiéu bénh hé thong
< Siéu Am
e Nhi IGn ; That khong I6n
e ROi loan chi’c nang tam truong
e Chuc nang tam thu giam it, nhiéu hay bt

< Chan doan phan biét VMNT co that :
e Thong tim ; Sinh thiét cg tim ; CT scan ; MRI

&3
:"-<5
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