CASE REPORT
BENH CO TIM CHUA BIET HOA HAI THAT
(Biventricular Noncompaction Cardiomyopathy)
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BENH CO TIM CHUA BIET HOA

NC:C Ratio 22

Epicardium to Trabecular Trough
(Compacted Myocardium [C])

Trabecular Peak to Trough
(Non-Compacted Myocardium [NC])

Hussein, A. et al. J Am Coll Cardiol. 2015; 66(5):578-85,



LAM SANG
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Pia chi: Ap tdm ngan, X Binh Giang, H Hon Pat, T Kién Giang.
DT: 0354344313.
Vao phong kham ngay 17/05/2021.
Ly do Sié’n kham: Bénh vién Binh An Medic Kién giang chuyén t&i
voO1 chan doan theo doi bénh co tim x0p.
Bénh stu: Bénh nhan khoéng‘l nam nay, thinh thoang ho, mét va sau
d6 dau ran ngyc bén trai nhi€u hon phai. ?Bénh nhan (ji khém phong
kham tu (Iam si€u am tim va Xquang phoi1) cho toa vé uong khong
b6t nén duogc gioi t~hiéu to1 l\)éﬂh \{ién Binh An khém?(Siéu am tim,
ECG) sau d6 chuyén PK HOA HOA MEDIC véi1 chan doan trén.
Tién su: Khong ghi nhan bénh 1y gi dac biét.



Chup Xquang tai phong kham My Hanh

FANM MY HANK
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Phéi trong gi6i han binh thuwong.
Bong tim khong lon. Tuan hoan phoi binh thuwong.
Gian cung dwdi bén phai tim.



Siéu am tim tai phong kham My Hanh
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ECG tai bénh vién Binh An

Nhip xoang déu — 60 lan/phut.
Theo déi day that trai.



S1€u am tim ta1 bénh vién Binh An
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Don vi: Medic BS yéu d_ (SA TIM/PK.TIM)

TEN XET NGHIEM KET QUA KHOANG THAM CHIEU MA QT
I. HUYET HOC / PONG MAU - HEMATOLOGY / COAGULATION

NFS(C.B.C)(CONG THUU MAU)* .
WBC 8.04 (4.0100)10791L QTHHO19
% Neu 7.7 (40 - 74 %)
% Lym 1.3 (19 - 48 %)
% Mono 7.3 3.-9%)
% Eos 9.2 0-7%
% Baso 0.5 ©-15%)
# Neu 335 (1.7 -7.0)10"9L
# Lym 332 (1.0-4.0) 10",
# Mono 0.59 (0.1 - 1.0) 10”9
# Eos 024 H (0-0510"aL
# Baso 0.04 (0-02)10°4L
RBC 449 (3.80 - 5.60)10* 1211 QUHHO20
Hb 14.7 (12 - 18 gLy QTHHO2S
Hcet 443 (35-52%)
MCV 987 H ®o-91)
MCH 27 H @6-n2pg
MCHC 33.2 (31 - 36 gidl)
RDW 12.0 (1.0 - 15.7%)
PLT 282 (130 - 400)10~ /L QTHHO2!
MPV 8.8 6.30-120M)
I1. VI SINH/NUOC TIEU THUONG QUI - MICROBIOLOGY/URINE ANALYSIS
URINARY ANALYSIS: * QTVSOdd
1)Chemistry (Sinh Hoa) : -
Glucose NEG (mmol)
Bilirubin NEG (pmol/L)
Ketone NEG (mmolL)
Spe-Gravity Lo11 (1.005-1.030)

Blood NEG (NEGATIVE)
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Dom V|- Medic BS yiu
TEN XET NGHIEM KET QUA KHOANG THAM CHIEU MA QT
pH 6.3 4680
Protein NEG (gL)
Urobilinogen NEG (gl
Nitrite NEG (NEGATIVE)
Leucocytes NEG (NEGATIVE)
Color Yellow
Clarity Clear
2)Urine Sediment (Cin Ling): . (particlm'pl)
Red Blood Cells " (0-15)
Leucocytes 10 (0-1%)
Calcium oxalate monohydrate 0 (0-6)
Calcium oxalate dihydrate 0 (0-6)
Amor.Phosphate 0 (0-6)
Unic acid 0 (0:6)
Casts 0 (0-6)
Epithelial Cells 0 (0-10)
Bacteria 17 (0-130)
I11. SINH HOA - BIOCHEMISTRY
HbAIC (HPLC)*: ¢ QUsHOI2
HbAlc (IFCC) 3104 213 - 47.5 mmcdimed)
HbAlc (NGSP) 4.99 (410 - 6.50 RAIC)
Glucose (FPG)' 5.68 (3.90 - 5.90 mmckL) QTSHOO!
GGT* 32.95 (M « 55 WL F « 36 UL QTSHOOS
SGOT (AST)! 19.54 (<35 UL) QrsSHO0S
SGPT (ALT)! 13.16 3-30u) QTSHOI3
Urea/ Serum" 20.20 (15 - 49 mgdl) QrSHoo2
b Loc Cau Than (CKD-EPI) .
Creatinin/Serum? 0.869 (M 06- 1.3 F05- 1.1 mgdL) QrsHox?
eGFR (CKD-EPI) 118 (= 90 mlimioy] 73 &)
LDL Cholesterol® 313 (€ 3,60 mmelL) QTSH®3
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TEN XET NGHIEM KET QUA KHOANG THAM CHIEU MA QT
HDL Cholesterol? 1.12 (= 0.90 mmol/L) QTSHO084
Triglycerides?! 0.980 (0.5 - 2.30 mmol/L) QTSHO15
Cholesterol, Total? 4.69 (2.6 - 5.2 mmol/L) QTSH003
IV. MIEN DICH - IMMUNOLOGY
TSH u.sensitive (3rd G)! 5.36 H (0.32-5 pIU/ml) QTMD009
Free T4? 1.35 (0.71 - 1.85 ng/dl) QTMDO036
Troponin-I hs (Abbott)! 0.800 (M<342ng/L F<156ng/L)  QTMDO11.1
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Khoa Xét nghiém
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KET QUA SIEU AM TIM TAI MEDIC
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HO VAN HAI LA 1/4

THAT TRAI DAN NHE BAO TON CHUC
NANG TAM THU




KET QUA MSCT DPONG MACH VANH
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KET QUA MSCT KHAO SAT THAT TRAI VA THAT
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KET QUA MSCT KHAO SAT VUNG NGUC
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Két qua MRI nguc tai PHYD




GIOI THIEU

Bénh co tim chua biét hda dugec mé ta 1an dau 1926 bai Grant véi tén goi la
“co tim xOp”. Nam 1984, Engberding va Bender x4c dinh 1a bénh co tim
chura biét hoa bang siéu am (hinh 1).

Bénh co tim chua biét hda 1a mot bénh co tim bam sinh do ngung qua trinh
bi¢t hoa trong giai doan phoi thai.

La bénh co tim bam sinh c6 thé don doc ( bénh co tim chua biét hoa clua
that trai, that phai hoic ca hai that thi hiém gip) hay két hop véi bénh tim
bam sinh khac nhu: Ebstein, van dong mach chu hai manh, hoan vi dai
dong mach, thong lién that. ..

Biéu hién 1am sang chinh la: suy tim, loan nhip nhi hoac that va bién chirng
thuyén tac huyét khoi.



HINH SIEU AM PAU TIEN CUA BENH CO TIM
CHUA BIET HOA

Figure 1
Echocardiography of the first published patient
with NCCM without congenital heart disease. LV

—left ventricle; LA—left atrium; Ao—aorta; C—

compacted layer; NC—noncompacted layer of

the left ventricular wall with ...




CAC THUAT NGU, TEN VIET TAT

Table 1. A selection of terms and abbreviations for noncompacted cardiomyopathy and the noncompacted phenotype.

Term Abbreviation

Spongy myocardium

Fetal myocardium

Honeycomb myocardium

Persistent sinusoids

Isolated noncompaction of the left ventricular myocardium INVM
Left ventricular noncompaction LVNC
Noncompaction cardiomyopathy NCCM
Left ventricular hypertrabeculation LVHT

Hypertrabeculation syndrome
Left ventricular myocardial noncompaction cardiomyopathy

Non-compaction of the left ventricular myocardium



PHAN LOAI:

Theo WHO: bénh co tim chua biét hoa cho dén nay van chua dugc hicu day
du va van chua duoc phan loai.

Nam 2006 Hi¢p ho1 Tim m‘ach Hoa Ky (AHA) da phan loai bénh nay la bénh
co tim nguyén phat ¢ nguon goc di truyen.

Ngay nay nguoi ta di tim ra cac gen lién quan dén bénh:

Table 7

Genes involved in different forms of noncompaction cardiomyopathy

Genes Mutations in Gen:

Sarcomere genes MYH7; MYBPC3; ACTC1; TNT;
(Contractile and non-contractile  TPM1; AN2; ACTN2; DES; LDB3;
Structures) MYL2; NEBL; OBSCN; TNNCI1; TNNI3
Arrhythmia genes HCN4; RYR2; SCN5A; ABCC9;

ANK2; CACNA2D1; CASQ2; KCNE3

KCNH2; KCNQI .




PHUONG TIEN CHAN POAN

« TIEU CHUAN CHAN POAN NGAY CANG HOAN THIEN.
* Tiéu chuan chung: Buong tim duoc chan doan phai dan .

1. Siéu Am tim: Tiéu chuan chan doan

e 1.1 Day that trai véi 2 16p cau truc khac nhau.

e 1.2 Co nhiing hdc sau (dang t6 ong) trong bé co va chung thong thuong véi budng that
thay ro0 trén si€u am Doppler mau.

* 1.3 Hé thong bé co uu thé ¢ cac ving: mom, giita that cta thanh dudi hodc thanh bén.

. 1.4‘ Ti 16 NC/C >=2:1 & cudi thi cubi tAm thu trén mat cat canh @c truc ngang hoac bon
budng tor mom.

2. MSCT tim — mach vanh:

e  Tile NC/C >=2,2 ( cudi thi tim truong) va 2 ving trd 1én.

«  MSCT khao sat giai phau tim va mach vanh.

3. MRI tim:

« Tilé¢ NC/C>=2,3 (cubi thi tAm truong) va 2 ving trd 1én.

*  Hién nay MRI str dung phan mém chan doan bénh nay rat tot nhung chua dugc sir dung
rong rai.

*  MSCT va MRI chan doan t6t trong trudng hop bén co tim chua biét hoa & that phai va cac

bénh tim két hop.



HINH ANH MRI CUA BENH CO TIM CHUA BIET
HOA

Figure 2

Cardiac MRI of the heart. (a) Cardiac MRI showing
extensive biventricular trabeculations with (b) sagittal
view demonstrating deep recesses in the left ventricle
cavity (see asterisk).

Bénh co tim chura biét hoa that trai

Bénh co tim chwa biét hoa that
phai va that trai



PHUONG PHAP PIEU TRI

* Khong co6 déu tri dac hicu:
1. Diéu tr1 theo giai doan di€n tién va phong ngura cac bién chirng cuia bénh.

*  Suy tim.

 Loan nhip

e Thuyén tac do huyét khoi
2. Ghép tim:

* Giai doan sau cung khi khong con dap ung v61 cac dicu tri.



KET LUAN:

- Bénh co tim chua biét hda trude day dugce xem 13 hiém gip, ngay nay do su
phat trién ctia phuong tién chan doan hinh anh va cac tiéu chuan chan doan
cang dugc hoan thién, bénh duogc phat hi¢én ngay cang nhiéu hon & tré em va
nguot 1on.

- Bénh c6 tinh di truyén nén tam soat cac thanh vién trong gia dinh bang
phuong tién pho bién 1a si€u am tim.

- Bénh khong co diéu tri dic hiéu nén theo ddi va diéu tri theo tung giai doan
dién tién cua bénh, du phong nhiing bién chirng loan nhip, thuyén tic mach
co thé gay tur vong.
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