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ABSTRACT

Congenital Cyst Adenomatoid Malformation (CCAM), also known as Congenital Pulmonary
Airway Malformation (CPAM), is an abnormality of lung tissue, containing many small cysts
concentrated in clusters in the lung lobes, originating mainly from the bronchioles. About 70%
are detected within the first week of life, 10% are diagnosed after 1 year, and reported cases in
adults are very rare. CCAM can develop in any lobe of the lung, but most occur in the lower
lobe. CCAM are connected to the bronchial tree and are supplied by the pulmonary artery; the
absence of a feeding artery is rarely seen. Typical CCAM is divided into 3 main types (I — III)
based on differences in histology, pathological manifestations, radiological manifestations and
prognosis. Two additional types of CCAM have also been proposed, that are O type and IV type,
based on the medical history found and the type of epithelial cells seen in the airways present in
the abnormality. The term CPAM is proposed to include these types of extensions. We report 1
cases of CCAM, diagnosed by postoperative pathology. We will also update related documents
about this abnormality in the article with the hope of providing colleagues with an overview and
approaches to diagnosis and treatment when encountering similar cases.

Keywords: Congenital adenoid cystic abnormalities, pulmonary adenoid cysts, pulmonary
cystic abnormalities, multiple pulmonary cysts.
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TOM TAT

Bét thuong nang tuyen bam sinh (Congenital Cyst Adenomatoid Malformation - CCAM) hay
con duge goi la bét thuong duodng tho bam sinh (Congenital Pulmonary Airway Malformation-
CPAM) la bét thuong mo ph01 chtra nhiéu kén nho tap trung thanh dam trong thuy phéi, c6
ngudn goc chu yéu tir tiéu phe quan Khoang 70% dugc phat hién trong tuan dau sau sinh, 10%
dugc chan doan sau 1 ndm va rat hiém thay cac truong hop dugc bao cdo & ngudi 1on.

CCAM co thé phat trién trong toan by mot thuy ph01 bat ky song hau hét xay ra ¢ thuy dudi.
CCAM ¢ lién thong vOi cdy phé quan va dugc cung cap mau boi dong mach phdi, sy thiéu ving
dong mach nubi dudng hiém khi thy.

CCAM dién hinh dugc phan thanh 3 loai chinh (I — I1I) dya vao su khac nhau vé md hoc, bicu
hién bénh ly, biéu hién X-quang va tién lugng. Hai dang ntta cna CCAM ciing da duoc d€ xuat
d6 loai 0 va IV dya trén ti€n str bénh 1y tim duoc va loai t€ bao bi€u mo thay trong duong tho co
trong bat thuong d6. Thuat nglt CPAM dugc dé xuat bao gom nhitng loai mo rong nay.

Chung t6i bao cao truong hgp bénh nhi dleu trj tai Bénh vién Phdi Trung wong vao nam 2024,
dugc chan doan xac dinh CCAM bang két qua giai phiu bénh (GPB) bénh pham sau mo. Cac
tai licu lién quan vé bat thuong nay cung s€ duoc chung t6i cap nhat trong bai Vlet voi mong
mubn cung cdp cho céc dong nghiép cai nhin tong quan, phuong cach tiép can chan doan ciing
nhu diéu tri khi gap ca nay.

Tir khoa:

) Bét thudong nang tuyén bam sinh, nang tuyén phdi, bat thuong dang nang phdi, da
kén phoi.

1. DAT VAN DPE su khac nhau vé mé hoc, nhitng biéu hién bénh ly, biéu
hién trén X-quang va tién lugng.
CCAM duoc xép vao trong nhom bat thuong duong tho

6 phdi, bam sinh, hiém gap. Bénh biéu hién bang phan
nhu mé chura nhleu kén khi nho, tap trung thanh dam
trong thuy phéi; mo bénh hoc cho thdy cac kén ngudn
goc chu yeu tir tiéu phé quan. Phan 16n dugc phat hién
trong g1a1 doan sau sinh, hiém thiy céc trudng hop duoc
bao cdo ¢ nguoi 16n [1]

CCAM c6 thé phat trién trong toan bo thuty ph01 hau
hét xay ra & thuy dudi. CCAM co lién thong vai cay
phé quan va duoc cung cip mau boi dong mach phoi.

CCAM dién hinh duoc phan thanh 3 loai chinh dya vao
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Loai I: Chiém 65% cac truong hop, chira mot hoic
nhleu kén c6 duong kinh trén 2cm. X-quang thuong
thiy mot ving ton thuong 16n, chira nhiéu kén khi, d6i
khi ¢6 hinh mirc dich — khi trong kén. Dang bat thuong
nay c6 thé thdy & toan bd mot bén phdi.

Loai II: Chiém 20-25% cac truorng hop, bao gdm nhiéu
kén c6 duong kinh dudi 2cm, xuat hién trén X-quang
nhu 1a mot khoi nhidu kén khi hodc kh01 dac/ Vung dong
dic nhu mo. Loai nay c6 tién lugng xdu boi vi ¢6 lién
quan dén bét thudng tim va than.
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Loai III: Chiém 10% cac truong hop, bao gdm cac
ken nho (3 5mm), biéu hién trén X-quang nhu 1a mot
khéi ddc c6 mach mau trén phim CT ngyc sau tiém can
quang.

Hai dang nira cia CCAM cling da duoc dé xuit, Loai 0
va IV dya trén tién st bénh ly tim dugc va loai t€ bao
biéu moé dudng tho co trong bat thuong do [1- 4].

Si€u am c6 thé dugc str dung cho chan doan trudc sinh,
thuong thdy da 6i, phu thai va khdi dic hodc kén trong
10ng ngyec thai nhi [5].

O tré so sinh, CCAM _thuong biéu hién trén X- -quang
nhu 13 mot khéi dic, bit ké loai nao. Loai vall ¢6 thé
chtra khi trong khoang thoi gian vai ngay dén vai tuan.
Chtng thuong lién quan dén phat trién cac bay khi va
di chuyén trung thit sang bén dbi dién [5,6,7].

O nguoi 16n, CCAM biéu hién nhu 1a mot khéi chira
kén dich - khi hodc da kén khi. Phan 16n ngudi bénh c6
biéu hién viém phdi tai dién, tran khi mang phoi tai lap
nhiéu lan. Mot ung thu biéu mo tiéu phé quan, phé nang
c6 thé phat trién lién quan voi CCAM (phan loai type
BAC trugc day) song ciing hiém gap [8].

Chén doan xac dinh ca bénh van chi yéu dua vao ky
thuat chup CLVT cua s6 nhu mo va CT mach voéi cac
tiéu chi: (1) Xuat hién ving phdi chira nh1eu kén khi
co thong véi duong dan khi; (2) Ving bat thuong nay
duoc cap mau tir h¢ dong mach phdi; (3) Khong thay
cac nhanh mach bat thuong tu h¢ dong mach chu (nguc/
bung) di vao khu vuc nay [1]

Piéu tri bang phau thuat tiét can cit bo phan ph01/
thity phdi c6 bat thuong nang tuyen cho dén nay van la
phuong phap duoc khuyén cao ap dung [7,8,9].

Chiing 61 gidi thi€u ca bénh nhi dugc phau thuat tai
Bénh vién Phoi Trung wong nam 2024, chan doan xac
dinh bang giai phau bénh 1y bénh phim sau mo dé cac
dong nghiép cung tham khao.

2. PHUONG PHAP NGHIEN CUU

Béo cdo nghién clru ca bénh hlem gdp 6 mot bénh nhén
(BN) nit, 14 tudi, kham va diéu tri tai Bénh vign Phéi
Trung uong; mo ta qua trinh kham, mot s6 dic diém 1am
sang, can 1am sang va phuong phap diéu tri cua BN. Cac
thong tin duogc lay tir hd so bénh 4n cua BN, dugc luu
trr tai Bénh vién Ph01 Trung wong it nhit 10 nim sau
khi BN hoan thanh diéu tri.

BN duoc tlep can, gidi thi¢u vé muc tiéu, vai tro Va cac
ndi dung nghlen ctru, dam bao BN dugc cung cip day
du thong tin vé nghlen ctru. Béo cdo dugc thuc hién voi
su dong thuén tham gla cua BN, toan b thong tin dinh
danh bao gom ma so bénh an, ho tén, dia chi, s6 dién

thoai cua BN khong duoc st dung nhiam dam bao tinh
bao mat.

3.BAO CAO CA BENH

BN nit, 14 tudi, dén kham va diéu tri tai Bénh vién Phoi
Trung wong vi ho ra mau lan dom.

Tién st bénh nhi tir nho khoe manh, phat trién binh
thudng, gia dinh khong ai méc lao phoi.

Bénh str 12 truge khi vao vién gan 2 thang, BN di dén
kham tai y té co sO (YTCS) vi 1y do ho ra mau 1an domy;
khong sot; khong gly sat. Tai d6 BN da duoc chup cit
16p vi tinh nguc, két qua nghi t6n thuong lao va duge
chuyén dén Bénh vién Phéi Trung wong vao dau thang
1 nam 2024.

Bénh vién Phoi Trung wong da tiép nhan BN, kham va
cho 1am day du cac xét nghiém (XN) khong tim duoc
bang chtng vi khuéan lao (VKL). Lam sang va chan
doan hinh anh khong nghi dén lao. BN duoc chan doan
theo doi viém ph01 dugc cho don diéu tri ngoal tri.
BN c6 dap tmg tot véi diéu tri, hét ho ra mau va tiép tuc
duoc theo doi tai YTCS.

Sau khi két thac dot didu trj khoang 2 tuan, BN lai xuét
hién ho, nhleu dom, khong c6 mau; tho kho khe; kho
thd khi gang strc; sot that thuong. BN dén kham lal tai
YTCS va sau do duoc chuyen tr¢ lai Bénh vién Phoi
Trung wong. BN duogc vao vién diéu tri noi tri.

Kham ltc vao: BN tinh, tiép xuc ‘gét, ho nhiéu dom duc,
khong lan mau, kho tho nhe. Thé trang trung binh, da,
niém mac hong, khong phu, khéong xuat huyét; hach
ngoai bién khong to.

Céc XN: S6 lugng bach ciu (BC) mau ting nhe (11.580);
Ty 1¢ BC da nhén trung tinh tang vira (78,9%). Cac chi
$0 huyét hoc khac trong glorl han binh thuong. Cac chi
s6 sinh hoa méu, nude tiéu trong g10’1 han binh thuong
(CRP khong tang) BN duoc ndi soi phé quan: Viém
niém mac phé quan, dugc bom rira liy dich (BAL) lam
XN. BN di dugc tién hanh lam day du cac XN v€ lao
(Gene Xpert/RMP: am tinh; Nudi cay BACTEC: am
tinh) bang bénh pham dom va BAL; Cac XN vé nam
(Asperglllus Galactomanan mau/BAL: am tinh); Cac
XN vi khuan ngoal lao: am tinh. Céac chi s6 XN di¢n
giai d6 trong gidi han binh thuong. Cac k¥ thuat tham
do chtrc nang khac: Dién tim binh thuong; do chirc ning
ho hép c6 r6i loan thong khi nhe.

BN duogc chup phim X-quang nguce thuong qui va CT
nguc c6 tiém can quang, hinh anh va két qua chi tiét thé
hién tai hinh 1, 2 va 3.
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Xudt hién hinh nhiéu kén khi, thanh mong, tap trung 1/3 dudi truong phoz trai. BN duoc chup. cat I6p vi tinh nguc
(CLVT) bang mdy 64 ddy, day dii cdc pha truée va sau tiém can quang. Két qua chi tiét dwoc thé hién tai hinh 1 va 3.
Hinh 1. X-quang nguc thang khi méi vao vién

Thity duwéi phéi trdi xudt hién nhiéu kén khi, kich thuée khéc nhau, kén 1om nhdt dwong kinh # 5 cm, tdp trung
thanh dam. Cac vung nhu mo khac hai phéi binh thuong. Hoanh trdi cao.
Hinh 2. CT nguec, cira s6 nhu md (A: Axial; B: Coronal; C: Sagital)

A: Tinh mach phéi xdm nhap viing ton thu’ong (mii tén vang); B:Thdy ré hinh déng mach phoi cap mdu cho ving
t6n thwong (miii tén vang). A,B,C: Hinh anh tang sinh PM hoanh dudi trai song chi dung lai o bé mdt co hoanh,
khong thdy cac nhanh lon xam nhdp vung t6n thiong (céc miii tén do)

Hinh 3. CT nguec, cira s6 trung thit sau tiém (A,B: Cac lat dung sagital; C: Lat axial)

BN dé dugc hdi chan va dugc két luan: Truomg hgp  phau thudt va BN da dugc tién hanh phau thuét sau do.

bit thwong nang tuyén bam sinh (CCAM), loai L. * Di&n bién qué trinh phiu thuat:

BN di duoc hoi chan véi | chuy€n khoa ngoai long nguc,
phuong phap diéu tri phiu thuat cat bo phan ph01 chua
kén thuy dudi ph01 trai da duoc dé xuat BN va gia dinh
BN di dong ¥ phau thuat. Cac XN trude md cho phép

BN nam nghiéng phai, rach da khoang lién suon (KLS)
V thanh nguc trudc bén, qua cac 16p co vao khoang
mang phéi. Pat 01 trocar s6 10 KLS VIII duong nach
giita. Quan sat thdy nhu mé phdi kém hong, viém dinh
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toan bg vai thanh nguye, tang sinh mach mau, tao khoang
vach. Ton thuong & phan thuy IX — X. Dinh hoanh thay
bti dong tinh mach di vao vang ton thuong. Quan sat
thay phén thuy VI, VIL. VIII hong, khong ton thuong,
c6 kha nang bao ton Ranh lién thuy khong hoan toan,
khoang mang phdi, thanh nguc khong u cuc.

- Chin doan trong mo: Theo ddi phoi biét 1ap trong
thuy, thuy dudi phoi trai.

* Cac buéc phiu thuit dwec tién hanh tirng buéc
nhuw sau:

Buére 1: Phiu thuat ndi soi (PTNS) cit ton thuong thuy
dudi trai: Phau tich g& dinh, boc vo mang ph01 giai
phong thiy dudi trai khoi thanh nguc. Tién hanh cat bui
dong tinh mach bat thuong tir dinh hoanh vao Vung ton
thuong thiy dudi phoi trai bang 01 Stapler; dénh gia ton

thuong va quyét dinh bao ton phén thuy VI, VII, VIII;
Cit ton thuong thuy dudi phdi trai bang 05 Stapler. Bop
bong kiém tra thdy phdi no kém, tao khoang trong day
phéi do viém dinh nhu mé thuy trén phdi trai v6i thanh
nguc.

Bude 2: PTNS boc vo mang phoi: Boc vo mang ph01
g0 dinh g1a1 phong nhu m6 thuy trén: Phia sau dén hét
ranh suon song, phla trude dén bo trung that. Qua trinh
g0 dinh, boc vo mang ph01 kho khan, dé chay mau. Sau
boc dinh ph01 nd tot. Tién hanh dat 01 mleng Neoveil
vao mom cat dinh hoanh va cAu nhu mb chong chay
mau, rd khi; cAm mau ki. Dit 01 sonde dan luu mang
phdi qua chan Trocar. Pong thanh nguc theo giai phau.

Dién bién qua trinh hau phau thuan lgi, BN da duoc rat
sonde din luu vao ngay tht 5 sau md. Hién BN da duoc
ra vién theo doi tai YTCS va hen kham lai theo lich.

A: Sau mé ngay thir 2 con khi KMP trdi; B: Sau mé ngay thir 7 con sonde dan luu, phoz no tot; va C: Sau ngdy
thir 12 da rit sonde dan luu, phéi né tot, day mang phéi trdi phan thap.
Hinh 4. X-quang nguc thing

*Két qua mé bénh hoc sau phiu thuat: Thé hién ¢ hinh anh minh hoa bén dudi:

Cac manh cat thdy cac nhanh phé quan gian rong tao nang lon, biéu mé phii long nang logi tru gid tang 6 long
chuyén (miii tén den). Thanh kén la mo lién két xo xdam nhdp té bao viém 1 nhdn; long nang chita nhiéu dich nhay,
béi nhiém véi nhiéu bach cau trung tinh thoai héa (mii tén do) Nhu mo phoz con cdc vung xo hoa tao cupn nguyén
bao xo (mili tén xanh dwong), xam nhdp da dang té bao viém va ving phé nang lanh tinh (midi tén vang). Khong thay
té bao dc tinh. Mach mdu canh phé quan gian nhe (miii tén xanh la), khong thdy bat thuong khdc.
Hinh 5. Hinh tiéu ban HE ciia bénh phim sau phau thuit ciia BN
- Két luin: Hinh dnh mé bénh hoc phut hgp véi di dang nang tuyén bAm sinh (CCAM).
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4. BAN LUAN

Su phat trién cta hé ho hap bat dau tir tudn thir 3 cua
thai ky va nhirng sai léch trong qua trinh phat trién c6
thé dan dén mot nhom céc bat thuong vé ciu tric duge
g01 chung 1a di tat phé quan - phdi. Tinh trang nay bao
gom mot nhom céc bénh li€n quan dén qua trinh phat
trién ph01 hiém gdp va khong dong nhat. Cac di tat
co the gap: (1) Bat thuorng Phé quan - Khi quan; Phé
quan tim phy; Phé quan dong dang; (2) Teo phe quan;

(3) Kén phé quan; (4) Khi phé thiing thuy bam sinh;

(5) Phoi biét lap, va (6) Di dang nang tuyén bam sinh
(CCAM). Tt ca céc di tat bam sinh ctia duong ho hip
duéi thuong duge chan doan va xu tri truge khi sinh, tré
so sinh hodc tré nho. O mot s6 it BN, nhitng di tat nhu
vay ¢6 thé khong duoc phat hién ¢ tudi thiéu nién va
ton tai dén tudi truong thanh. Trong nhiing truong hop
nay cac bién chirng mun thuong xuat hién, chang han
nhu viém ph01 cuc bo tai phat hinh thanh é&p xe, tran
khi mang phoi tu phat ho ra mau hoac tinh co phat hién
trén X-quang nguc co thé gitp chan doan [1]. CCAM
la mdt ton thuo‘ng phdi bam sinh hiém gip, véi ty 18
dugc bdo cdo la 1/25.000 —35.000 ca mang thai, lién
quan dén su phat trién kém cua cac tiéu phé quan ho
hap, do ‘hdu qua cua qua trinh tao phoi bat thuong trong
6 —7 tuan dau cua thai ky. CCAM bao g6m mot nhom
khong ddng nhét cac ton thuorng ph01 dang nang va
khong dang nang dugc Stocker va cdng su phan thanh
ba loai vao nam 1977 dya trén kich thudc kén va dang
tap hop cua no. Viée xac dinh mudn ¢ nguoi 16n thuong
1a hiém gap va cac truong hgp dugc bao cdo hau nhu
ludn md ta cac ton thuong dang kén c6 nhidu ngan [2].

Tro lai v6i ca bénh ma ching t6i bdo cdo, da co su
khong thong nhit gitra chan doan trudc md, glal phau
bénh sau mo va phau thuat vién (PTV) trong mo. PTV
da nhan dinh day 1a truong hop ph01 biét lap trong thuy
voi cac ly do: (1) Co bui dong va tinh mach xam nhép
vung ton thuong (PTV cho rang day la bat thuong hé
BM chu cap mau cho tén thuong); (2) Dang xuat hién
ving ¢6 nhiéu kén khi cling thuong thay trong phéi biét
lap, (3) Vung t6n thuong nim hoan toan trong 1a tang
mang phoi.

Chting t61 da cung nhau phan tich k¥ lai hinh anh CT
mach bang cach st dung k¥ thuat dung hinh da hudng
(MPR) va VRT (dung hinh thé tich) thi thay r5: (1) Co
su tang sinh cia DM hoanh dudi (xuat phat tr DPMC
bung, di 1én trén va nudi duorng chu yéu mat dudi co
hoanh), dac bi€t rd ¢ dién tiép xtc t6n thuong Vung day
phoi xong khong thay bat ky nhanh nao di vao vung ton
thuorng (anh 3); (2) Trén anh sagital quan sét thay rat ro
cac nhanh cua DMP di vao phén nhanh dan xen trong
vung tén thuong va cac nhanh TM ph01 héi Iuu vé TM
phoi sau dudi. Theo chung to1, khi ving nhu mé sat
mit hoanh ton thuong viém dinh co6 thé xuat hién cac
dong Shunt (c6 thé tao bui) tir DM hoanh tham gia cip
mau cho vung nay (twong tu nhu DM lién suon). Tinh
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trang nay c6 thé dan dén vige phau thuat vién nham d6
1a nhanh DM hé thong. Két qua GPB khang dinh khong
co bat thuong mach mau trong Vung t6n thuong cang
khing dinh cho van d& nay. Nhu vay, chan doan xac
dinh cudi cung ctia ca bénh 13 truong hop CCAM la
hoan toan chinh xac.

CCAM 1a mot tén thuong bam sinh hiém gip ma co ché
bénh sinh chua dugc xac dinh r6. Morotti RA va cong
su da nghlen ciru (NC) va cho rang cac loai CCAM
khac nhau ¢6 ngudn goc & cac cap do khéc nhau cua
cay khi phé quan. Dé xac dinh rd hon co ché bénh sinh
cua CCAM, nhém NC da danh gia thanh phan t€ bao
cua cac loai CCAM khac nhau bang h6a mé mién dich.
22 truong hop CCAM (loai 1: 17; loai 2: 2; loai 3:1 va
loai 4: 2) da duoc thu thip. Thanh phan t€ bao dugc
xac dinh bang cach su dung phuong phap nhugf)m hoa
mo mién dich. 11 phoi cua thai nhi (khong mac bénh
ph01) tir vong cling dugc phén tich song song dé so sanh
qua trinh biét hoa té bao 16t biéu mo nang cua céc loai
CCAM khéc nhau voi cac giai doan phat trién phoi binh
thuong. Keét qua chi ra rang CCAM la do sy phat trién
cua phdi bi ngung lai va trén co s¢ phén biét t€ bao, co
thé phén biét duoc 3 loai chinh va 1 loai phy. Ba loai
chinh bao gom CCAM loai 1, 2 va 3 cho thay mot loai
biéu mo phe quan va loai phu CCAM (loai 4), cho thay
loai biéu mo ong tai phé nang. Nhung phat hién cua
tac g1a cung goi ¥ rang loai phu nay c6 thé phat sinh &
cac giai doan khac nhau trong qua trinh phan nhanh cua
cay phé quan, loai 1 ¢ giai doan gia tuyén va loai 2 &
giai doan tui [3].

CCAM ¢ tré so sinh rat d&é nham 1an/gidng véi viem
phdi. Badour M va cdng su da bao cdo 1 truong hop tre
nhi 4 thang tudi kho tho va bu kém; dugc nam phong
cham séc déc bi¢t vi suy ho hap Chan doan xac dinh la
viém phéi va BN duoc cung cip oxy 4am qua mili, dich
truyen tinh mach va khéang sinh. CT ngyc cho thiy mot
bat _thuong dang nang ¢ thuy dudi phdi bén trai. Do
nhiém trung tai phat lién tuc va nguy co v& nang giy
tran khi mang cac bac sy quyet dinh tién hanh cat thuy
dudi bén trai, Qua trinh hau phau khong c6 bién cb giva
BN dugc Xuét vién Ve nha vao ngay hau phau thir nim.
Két qua GPB cho thay 1 truong hop CCAM loai I [4].

CCAM nhiéu khi rat khé phan biét véi phdi biét lap
(PBL). Nagasaka S va CS da bdo céo 1 truorng hop BN
nam, 19 tudi dwoc chin doan PBL ngoai thuy bén trai.
BN bi tran khi mang ph01 trai, tai phat nhiéu 1an va da
duogc chan doan PBL, phau thuat cat bo cach d6 4 ndm.
BN quay lai kham vi tén thuong phat trién tro lai gay
tran khi mang phdi. BN dugc chup CLVT c6 tiém can
quang. Ket qua cho thiy c6 ton thuong dang CCAM bén
phai. Lan mo tlep theo da dugc tién hanh theo hudng
CCAM va két qua GPB da khang dinh diéu d6 [5].

Dj tat phé quan - ph01 bam sinh ¢ tré so sinh 6 lién quan
dén ung thu biéu mo tuyén nhay va dot bién KRAS.
Nghién ctru ciia Muntean A va CS cho thiy CPAM c6
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ty 1€ Iuu hanh udce tinh ¢ chau Au 1a 1,06/10.000 ca so
sinh va hau hét dugc phat hién bang sang loc si€u am
trong thai ky. Chuyén ddi 4c tinh 13 mot bién chimng co
thé xay ra mic du ty 1¢ luu hanh ciia n6 chua dugc biét
0 va cac bao céo trude day thuong xay ra o tré 16n hon.
Muntean A va CS da NC xem xét nhiing trudng hgp
CCAM lién quan dén bénh é4c tinh. Phuong phap hoi
clru & mot trung tam 6 210 tré duge diéu tri bang phau
thuat CCAM duoc phat hién tir trude sinh, giai doan
1994-2020; 43 tré (20 5%) dugc phau thuat trong thoi
ky so sinh. Trong s6 nay 6 3 tré¢ so sinh la nam gidi,
duoc phau thuat cit b6 CCAM do suy ho hép (luc 3, 4
va 8 ngay tu01) voi két qua md hoc sau do 1a CCAM
loai I ¢6 cac 6 ung thu biéu mo tuyén nhay r0 rang. Phan
tich di truyén sau d6 cho thdy dot blen KRAS trong ca
ba truong hgp. Ca 3 déu khong can diéu tri bd tro, tat
ca déu khong ¢6 triéu chung va khong xudt hién bénh
trong cac lan theo doi tiép theo (8 thang, 2 va 6 nam).
Két luan ctia NC nhan manh m01 lién quan gitra CCAM
loai I va ung thu biéu mo tuyen nhay vé6i dot bién diém
KRAS, goi y rang qua trinh gay ung thu ¢6 kha nang
bat dau tir trong tur cung. Dleu nay nhan manh tam quan
trong ciia viéc thao luan vé nguy co ac tinh trong tu vn
trudc va sau khi sinh [6].

CCAM rat hiém gip ¢ ngudi 16n. Morelli L da béo céo
truong hgp CCAM ¢ 1 BN nam 38 tudi ¢6 ho dai ding
va ho ra mau. Chup cat 16p vi tinh cho thdy mét nang
duy nhat c6 muc dich-khi c"r’thfly gifra phoi phai. Phau
thuét cat bo nang da dugc tién hanh va két qua GPB la
truong hgp CCAM loai I dang mot nang don €. Ton
thuong trong phdi va sy Vang mat cua sun trong thanh
nang la nhirng phat hién cudi cung cua CCAM [8]. Khi
dugc phat hi€n & nguoi 16n, chan doan trude ph?iu thuét
la mot thach thirc vvi di tat u nang bam sinh co6 thé bi
nham 1an voi cac ton thuong dang kén khac. Chan doan
lam sang trudce phau thuat déu bi bo sot va BN thuong
duoc diéu tri bang phau thuét cat bo nang bao ton phoi

[7].

Phau thuat cit bo CCAM dén nay van 1a lya chon dau
tay cua cac bac sy. Phiu thuat s€ giup lam giam thiéu
nguy co mic bénh tai cho bao gdm nhiém trung tai phat
va tran khi mang phdi, dong thoi tranh nguy co khéi u
ac tinh phat trién lién quan dén CCAM. Tuy nhién Ped-
eriva F va CS lai khuyén cdo nén tlep tuc quan 1y, theo
doi cac truong h0’p CCAM chua c6 bién chung vity 1€
xay ra céc bién co bat lgi, bao gom ca bénh ac tinh van
chua dugc blet 16. Ké hoach theo doi ¢ cac g1a1 doan
can dugc thiét 1ap chat ch& voi cac dbi tugng nay. Cac
co ché sinh hogc CCAM c¢6 thé kich hoat sy bién d6i 4c
tinh dang duoc nghién ctru. KRAS da dugc xac nhén la
dot bién soma & CCAM va céc tinh nhay cam di truyén
khac lién quan dén sy phat trién khoi u cling da duge
kham pha [8].

5. KET LUAN

CCAM la mot bat thuong bam sinh, hiém gap, lién quan
dén su rdi loan | phat tri€n cua tiéu phe quan ho hap thoi
ky bao thai. Bat thuong nay c6 thé phat hién sém bang
siéu am thai song van dé chan doan phan biét vo cung
phtre tap. Pa s6 bénh dugc phat hién ¢ thoi ky so sinh va
phau thuét cat bo van 1a phuorng phap diéu tri duoc khu-
yén céo. O tré 16n va nguorl 16n bénh thuong duoc phat
hién v6i biéu hién viém phdi, tai phat nhiéu lan, ho kéo
dai thdm chi ho ra mau; X-quang/ CT thu(yng thay Vung
phéi da kén khi/ don kén khi 16n/ kén c6 dich duge nudi
duorng bang hé DM phoi. Nhiéu truong hop BN khong
co tricu chung, dugc phat hién tinh cd. Chan doan phén
biét véi cac bat thuong khac trong nhom bat thuo‘ng phé
quan phéi bam sinh (06) s& d& dang hon néu chung ta
c6 CT mach. Uu tién hang dau d6i voi CCAM van 1a
phau thuat cit bo va két qua GPB bénh pham sau mo
1a v6 cung quan trong vira dé chan doan xac dinh, vira
tim kiém kha ning 4c tinh. Ca bénh ma chung t6i bao
cao hoan toan phu hop v6i y van vé trudng hop CCAM
dugc phat hién tudi nién thiéu. Cac phuong cach tiép
can chan doan, diéu tri cung hoan toan phu hgp va hién
tai bénh nhi da tr¢ lai cugc song binh thuo’ng Chung t6i
hy vong qua bao céo cac dong nghi€p s€ c6 thém kinh
nghiém va phuong cach tiép can, xir tri tét hon khi gap
ca bénh tuong tu.
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