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Hoi chitng ALCAPA (The Anomalous Origin of the Left Coronary Artery from the
Pulmonary Artery) l1a mot bt thudng bam sinh hiém gap cua dong mach vanh (PMV),
trong d6 DMV tréi xuat phét bat thuong tir d6ng mach phai thay vi tir d6ng mach chu.
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ALCAPA duoc mo ta dau tién vao nim 1866. M6 ta triéu chung 1am sang dau tién két
hop véi nhitng dac diém trén sinh thiét tir thi dugc mo ta boi Bland va cOng sy vao nam
1933, cho nén hoi chirng nay con goi la hoi chiing Bland-White-Garland.

Thong thudng tré khoe chi mot vai thang sau khi tré bt ddu c6 triéu chimg cua bénh tim.
Thinh thoang nhitng bénh nhan c6 thé khong c6 triéu chimg ngay ca khi dén tudi truong
thanh nhung thuong tré tr vong xdy ra trong giai doan con nho. Khoang 85% bénh nhan
ALCAPA chét khi con nhé va ALCAPA gip & ngudi 16n tudi 13 rat hiém.

Sinh li bénh

Sinh 1y bénh ciia hoi chimg ALCAPA rat thay doi, phu thudc vao tudi bénh nhan, ap
luc/khang luc mach mau phéi, su hién dién cua tudn hoan bang hé gitta PMV trai va
DMV phai va muac do thiéu mau co tim. Sinh 1y bénh cua ALCAPA duogc chia lam bén
giai doan:

Giai doan 1: Trong giai doan bao thai hodc nhitng ngay dau sau sinh, khang lyc mach
mau phoi cao va ap luc DPMP bang vé6i ap luc PMC. Tinh trang bdo hoa va tudi mau co
tim con ddy du va khong co tinh trang thiéu mau co tim va suy chirc ning that trai.

Giai doan 2: Trong nhiing ngay dau dén tudn dau sau sinh, khdng lyc mach mau phoi
giam mot cach binh thuong. Ap lyc mach mau phdi giam mot cach dot ngdt, khong du dé
cung cap mau vao PMV trai xuat phat tir DPMP (ALCAPA). Dong méu phut vao DMV
trai duoc cung cp bai tuan hoan bang hé tir DMV phai. O thoi diém nay dong mau trong
ALCAPA 1a dong phut nguoc. Dong tuan hoan bang hé tir DMV phai gip khang luc cao
clia givdng co tim that trai va dong phut wu thé xdy ra vao PMP c¢6 khang lyc thap. Tinh
trang ndy din dén thiéu mau co tim thét trai va ¢ thoi diém nay tré co thé co diu hiéu
thiéu mau co tim trén 1am sang. V&i dong phut nguoc ctia mau c6 do bdo hoa oxy cao
vao trong DMP, mot ludng thong tir trai sang phai co thé hién dién (left -to- right shunt)
phat hién boi chup mach vanh can thiép.

Giai doan 3: That hiém gip, tuan hoan bang hé 16n xay ra gitta DMV trai va DMV phai,
diéu nay dan dén tinh trang tudi mau co tim duoc cung cip day du va tré sé co it hodc

khong c6 triéu ching 1am sang. Tré ¢ thé séng dén tudi truong thanh.



Giai doan 4: Trong giai doan cudi ndy, tudn hoan bang hé khong du, dong phut nguoc
vao trong DMP ton tai va hién twong trdm méu co tim tiép tuc xay ra. O giai doan nay,
bénh nhén ¢6 tridu chimg thiéu mau co tim trén 1am sang.

Thiéu mau co tim xdy ra & ving trude bén gy ra dan thit trai va réi loan chirc ning that
trai toan bd. Ho van 2 14 thuong gip thir phat sau nhéi mau co nhi hodc do din vong van
hoic phdi hop ca hai. Dan nhi trai va sung huyét phdi xdy ra giy ra céc triéu ching cua
sung huyét phoi thém vao céc triéu ching cia dau thit nguc.

Lam sang

Vao nam 1933 Bland va c¢/s mo ta dau tién vé du hiéu 1am sang cua tré ALCAPA. Tré
em c6 nhirng con kho thd, chdn an, cham phat trién.

Pbi vai tré 16n hodc nguoi trudng thanh, bénh nhan dau nguc khi gang stc, kho thé, ngat,
mot sb truong hop tir vong lién quan dén gang sirc.

Kham 1am sang thiy dau hiéu ciia tim 16n, nhip nhanh, 4m thdi ciia hd van 2 1a, dau hiéu
clia suy tim sung huyét.

DAu hiéu 1am sang cua ALCAPA khong dac hi¢u: Viém co tim va bénh co tim dan nd la
nhitng chan doan phan biét & nhiing tré c6 dan that trai va suy tim. Can nghi dén
ALCAPA ¢ nhiing tré c6 dan that trai va suy tim.

Chin doan

Chan doan dua vao lam sang, can phan biét voi bénh co tim dan no; xét nghiém mau va
X quang phoi khong dic hiéu, cac xét nghiém vé séng con co tim nhu siéu 4m tim géng
sttc voi dobutamine, SPECT va PET déu khong dic hiéu.

Diéu tri ALCAPA chu yéu 1a diéu tri phau thuat, diéu tri ndi chi dung dé 6n dinh bénh

nhan cho phau thuat.
Bién chirng va tién lwong

Bién chung va tién lugng, ngay ca khi nhitng bénh nhan c6 dan that trai nang, rdi loan
chtrc ning thét trai toan bo va ho van 2 14 thi bién ching va tién lugng thuong rat tuyét

voi sau phau thuat chinh sira DMV trai xuat phat bat thuong tir DMP.



