NGHIEN CUU LAM SANG

Nhan xét dac diém lam sang, can lam sang
cua bénh nhan hdi chimg Klippel Trenaunay
tai Vién Tim mach - Bénh vién Bach Mai

Doan Hiu Linh?, Tran Huyén Trang’, Nguyén Tuan Hai2, Dinh Thi Thu Huong?

TOM TAT

Toéng quan: Hoi chung Klippel-Trenaunay
(Klippel-Trenaunay syndrome, KTS) dugc coi la
mot bat thuong bdm sinh hiém gip. Mic du hiém
khi gy tir vong hay cic bién chiing nguy hiém, bénh
c6 thé anh huéng 16n dén chit lugng cudc séng, kha
nang lao dong, vin dé thim my, va tim Iy cua nguoi
bénh. Phat hién sém bénh, huéng dan cich ty cham
soc, phuc héi chiic nang vin dong va tu vin tam ly,
diéu tri kip thoi cc triéu chiing la cac bién phdp can
thiét dé cai thién chat lugng cudc séng cho ngudi
bénh, gop phan lam giam bién chiing.

Muyc tiéu: Tim hiéu dic diém lam sang, cAn lam
sang va budc dau danh gia két qua diéu tri KTS tai
Vién Tim mach - Bénh vién Bach Mai.

Phuong phap: 29 bénh nhan diéu tri noi tra
hodc ngoai tra c6 du 2 trén 3 tiéu chudn ctia KTS
dugc tuyén chon vao nghién ctiu, dugc khai thac
tién st, bénh s, ddnh gia céc triéu chiing lam sang,
siéu 4m tinh mach chi duéi, chup xquang chi duéi
va chup cong husng tu.

Két qua: Ve triéu chiing lam sang: 96,6% bénh
nhén c6 di dang mao mach kiéu bét rugu vang,
100% c6 gian tinh mach néng, 96,6% c6 phi dai chi,
20,6% co phi dai xuong. Vé két qua siéu 4m mach
méu chi dudi va chup cong hudng ti: 100% bénh
nhan trong nghién cttu cé bit thudng hé tinh mach

TVién Tim mach Viét Nam, Bénh vién Bach Mai

2B6 mon Tim mach, Truong Dai hoc Y Ha Noi

Chiu trach nhiém chinh: Doan HGu Linh

G cdc mic do khic nhau, 58,6% con ton tai tinh
mach bo ngoai, 23,8% con ton tai tinh mach hoéng,
30,6% c6 bat thuong hé tinh mach sau, 64,6% c6
bit thudng vé hé tinh mach hién. Vé két qua chup
cong hudng tir (24/29bénh nhan): 100% cé cac bat
thudng vé tinh mach, 24,2% c6 phi dai co, 13,8% c6
phi dai xuong va 13,8% c6 phi dailép mé dudi da.

Két ludn: KTS la mot hoi ching dugc chin
dodn xdc dinh hoan toan dya vao lam sang véi 2 trén
3 tiéu chuén. Phét hién sém va diéu tri kip thoi gitp
bénh nhan cai thién dugc cdc triéu chiing cing nhu
céc bién chiing.

T khod: Hoi ching Klippel Trenaunay, bét
rugu vang, phi dai chi, tinh mach b ngoai, di dang
tinh mach.

DAT VAN BE

Hoi chiing Klippel-Trenaunay (KTS), con dugc
goi la chiing ting sinh mach-xuong, dugc nhin biét
trénlam sangbdi bo ba triéu chiing: (1)di dang mao
mach biéu hién nhu mot “bét rugu vang”; (2) cac
gian tinh mach, thudng xudt hién 6 mat bén cua chi
duéi; va (3) phi dai xuong va m6 mém, thudng biéu
hién ¢ mét bén chi dusi bao gém c6 hodc khong co
t6n thuong hé bach huyét. Chan dodn KTS khi c6 it
nhdt 2 trong s6 3 dic diém nay. Di tat bdm sinh nay
lan dau tién dugc mo ta vao nam 1900 bai cic bac
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si ngudi Phép Klippel va Trenaunay. KTS la su phéi
hop cac di dang mach mau dong chay chdm (mao
mach, bach huyét va tinh mach) & mot hoic nhiéu
chi phat trién qua mdc. KTS la nguyén mau ctia réi
loan phat trién qué muic phic tap lién quan dén di
dang mach méu va la nguyén nhan phé bién nhat
trong s6 cac rdi loan nay. KTS c¢6 cic ddu hiéu lam
sang va Xquang dic biét giup phan biét no véi cac
hoi chiing di dang mach méu két hop phic tap khic
nhu phat trién qud mdc u m& bam sinh, di dang
mach méu, bét thugng bi, hoi chiing di tit cot song/
xuong/cong veo cdt séng (CLOVES), di dang tinh
- mao mach (CVM) phit trién qud muc, proteus,
di dang mao mach khuéch tan phét trién qud mdc
(DCMO) va hoi chiing Parkes Weber.

Mic dirhiém khi gay t&t vong hay cac bién chiing
nguy hiém, KTS c6 thé anh huéng 16n téi chit
lugng cudc séng, kha ning lao dong, vin dé thim
my va tim ly ca ngusi bénh. Phét hién sém bénh,
tu vin va huéng dan cach ty cham séc, diéu trj kip
thoi cdc triéu chiing la cdc bién phép can thiét dé cai
thién chit lugng cudc song cho ngudsi bénh, phuc
hoi chiic nang, gép phan lam gidm bién chiing,

Hién nay trén thé gi6i da c6 nhiéu cong bé lién
quan dén dic diém lam sang ctia hoi chiing Klippel
Trenaunay, cang nhu téng két cic hudng diéu tri
mdi cho bénh Iy nay. Tuy nhién, & Viét Nam, bénh
mdi chi ding lai 6 mot s6 nghién ctiu trudng hop
lam sang.

DOI TUONG VA PHUONG PHAP NGHIEN CUU

Tiéu chuin lya chon bénh nhén: D6i tuong
nghién ctiu la tit ca cic bénh nhén dugc chin dodn
KTS khiam va diéu tri tai Vién Tim mach Viét Nam,
théng ké tir thang 6 nam 2021 dén thang 10 nam 2022.

Theo tiéu chudn ctia Trung tim Mayo clinic
(2018), bénh nhéan dugc chon vao trong nghién
cttu khi ¢6 it nhdt 2 trong s6 ba dic diém lam sang
cta KTS.

Thiét ké nghién citu: Nghién cttu mo td chum
cabénh.

C6 mau va phuong phip chon mau: C6 mau
thuan tién.

Dia diém thyc hién nghién cdu: Vién Tim
mach - Bénh vién Bach Mai.

Ky thuit sit dung trong nghién cu: Khai thic
tién str, kham 1am sang, siéu 4&m Doppler mach mau,
chup cong hudng tir.

KET QUA NGHIEN CUU

Tubi trung binh cta bénh nhén trong nghién
ctu la 35,8 + 15,9 tudi, bénh nhan cao tudi nhat la
73 tudi va it tudi nhit 13 9 tudi, chiém da s6 trong
nghién ctu la cic bénh nhan tithon 20 dén 50 tudi
(69%).

C6 20 bénh nhén nit va 9 nam, ty 1é nd/nam la
22/1.

Bdng 1. Tién si bénh lj va diéu tri

Bénhly n | %

Klippel Trenaunay 5 172
Gian tinh mach 18 | 61,9
Dj dang tinh mach S 1172
Di dang tinh mach+umau 1 | 34
Chuia timng chin dodn 0|0

Phuong phap diéu tri n | %

Udng thuéc 23 | 79,3
Deo tit dp luc 23 | 79,3
Tiémxo 4 | 13,8
Can thiép (séng cao tan, laser-.. ) 4 138
Phau thuat S 1172
Cacphuong phap khc (chiéulaser,xatia...) | 2 | 6,8
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Bdng 2. Triéu chiing thyc thé

Bang 4. Ddc diém siéu am Duplex mach mdu (Tiép)

Triéu chiing thuc thé n| %

Di dang Bét rugu vang ranh gidi ro 21 | 724
mao mach Bétruguvang ranh gidikhongro | 7 | 24,1
Gian tinh | Gian tinh mach nong trén da 29 | 100
mach Gian TM dang lu6i, mangnhén | 12 | 41,3
Phi dai chi 28 | 96,6

96,6% bénh nhén c6 di dang mao mach kiéu bét
rugu vang, s6 bénh nhan cé b6t rugu vang ranh gidi
16 chiém da s6 72,4%, con lai 24,2% la ranh gi6i b6t

khong ro. 100% bénh nhén cé gian tinh mach néng

hodcbui di dang tinh mach kiéu u mach mau. 96,6%
bénh nhin c6 phi dai chi (bao gém 27 bénh nhin
phi dai chi duéi chiém 93% va 1 bénh nhén phi dai

chi trén chiém 3,4%).
Bdng 3. Dac diém phim chup XQ chi duéi

Dac diém N %
Phi dai xuong 6 20,6
Tiéuxuong 0 0
Phleboliths 4 13,8

Hai dic diém cha yéu thdy trén chup XQ xuong
chi duéi la phi dai xuong va nét voi hod caa huyét

khéi ca.

Bdng 4. Bac diém siéu dm Duplex mach mdu

Vitrimach mauva tinh chit ténthuong | n | %
Thiéu san hoac bat san 2| 68
Tinh mach sau S | 241
u
chi dusi Y ’
Gian 7 24,1

Vitrimach mau va tinh chitténthuong | n | %
Pa dicu tri 6 | 204
Tinh mach Suy 11 | 37,8
hién lén va/ ot
hoic hién nhé Binh thuong 7 | 23,8
Thiéu san hoac bat san 8 27,2
Khong suy 7 | 24,1
Tinh mach bo
= Suy 10 | 34,5
ngoai
Khong ton tai 12 | 414
Khong suy 6 204
Tinh mach
) Suy 1 34
hong
Khong tén tai 22 | 74,8
Dj dang tinh mach khac (trong cd,umach
10 | 34,4
mau, biu)
Di dang tinh mach chi trén 1 | 34
Huyét khéi tinh mach nong 4 13,8

Cac t6n thuong tinh mach thudng gip trén cic

bénh nhén trong nghién ctu bao gém: suy hoac

thiéu san, bat san cdc tinh mach hién I6n va hién
nho. Ton tai cdc tinh mach bét thuong tu thoi ki
phoi thai nhu tinh mach bd ngoai (58,6%), tinh

mach hong (24%).

Bdng S. Dac diém chup cong hudng tix

DPic diém bat thuong trén conghuéngtir | n | %
Gian tinh mach 13 | 44,8
Di dang tinh
Didang tinh mach trongco | 10 | 34,5
mach
Thiéu san tinh mach 7 | 24,2
Xuong 4 | 13,8
Phi dai Co 7 1242
L6p ma dudi da 4 | 13,8
Phu bach huyét 6 20,7
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Cong huongla tham do hinh anh chinh xéc nhat
chin dodn di dang tinh mach s4u, gom di dang tinh
mach trong co (34,5%) va thiéu sin tinh mach sau
(24,2%). Ngoai ra, cong hudng tif con gitip phét
hién bét thuong mé mém, bao gém phi dai xuong
(13,8%), phi dai co (24,2%), phi dai 16p mé dudi da
(13,8%) va pht bach huyét (20,7%).
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Biéu do 2. Cdc phuong phdp diéu tri bénh nhan
nghién ciiu

Hau hét cicbénh nhan déu dugc huéng dan deo
bang chun hodc tat dp lyc. Mot s6 céc trudng hop
dugc diéu tri bing phuong phap can thiép cé két
qué ban dau tuong déi tot.

BAN LUAN

Trong nghién ctiu caa chung t6i, nhiing bénh
nhan cé d6 tudi tit hon 20 dén hon 50 tudi chiém
dasé (69%). Day 1a do tudilao dong bat budc ngudi
bénh phai di lai vin dong nhiéu, nén cic ddu hiéu
lam sang vé di dang mach mdau tré nén r6 rét va ning
hon, do d6 bu¢c bénh nhan phai di kham bénh. Ty
1é na:nam trong nghién ctiu caa ching toi a 2,2:1.
Ty 1é nay trong nghién cttu ctia Samuel la 1,2:1; ctia
Jacob AG trén t6ng s6 252 bénh nhan la 1,17:1. C6
su khdc biét ro rét vé gidi tinh trong bénh KTS &
nghién ctiu nay. Sy hiém gip ctia bénh la moét tr
ngailén trong viéc tinh todn ty 1é micbénh ctia KTS
vamotly do nita c6 thé do nghién ctiu caia ching toi
c6 s6 bénh nhan tuong déi thdp (29 bénh nhén).
KTS c6 triéu chiing 1am sang da dang. Bénh nhan
c6 thé khdm & nhiéu chuyén khoa (da liéu, ngoai
khoa, di ting, co xuong khép) véi nhiéu chin doan
khac nhau trudc khi di dén chdn dodn cudi cung.
Néu nhu khong lién két dugc cic triéu ching nhu
bét rugu vang, gian tinh mach, phi dai chi v6i nhau,
bénh nhan sé dugc chan dodn dua vao dau hiéu néi
bét nhét, nhu gian tinh mach, u mau (thyc chit 1a
bti di dang tinh mach néng), di dang mach mau,
chan to khong ré6 nguyén nhan. Viéc danh gia khong
dung mic bénh, c6 thé dan dén bo sét triéu chiing,
vaanh huéng t6i quyét dinh diéu tri. Ty1é bénh nhan
trong nghién ctiu c6 cic di dang mao mach kiéu
bét rugu vang la 88,9%. Nghién ctiu ctia Alwalid O
bénh nhan KTS c¢6 di dang mao mach kiéu b6t rugu
vang trén da gip 6 90-100% cic bénh nhéin. Théng
ké trén 252 bénh nhan ¢ Trung tim Mayo clinic, ty
1é bét rugu vang la 98%. Mic du day la biéu hién
ngoai da xudt hién t khi sinh, song gan nhu tit ca
bénh nhén va nguoi nha khi dugc hoi bénh déu it
chu y dén, ma chi cho rang d¢ la vét cham trén da.
Ve chiéu dai chi, chua thdy c6 sukhac biét c6 y nghia
thong ké c6 1€ do trong nghién ctiu ctia ching t6i
chi ¢6 29 bénh nhin, ma s6 bénh nhan c6 chiéu dai
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chi bang nhau chiém 20,7%, 79,3% la c6 khic biét
vé chiéu dai chi tif 1-2 cm (chénh léch nhiéu nhit
1a 3 cm). Dang chu y trong s6 nay cé 9 bénh nhan
(319%) bén chi bénh ly lai ngan hon so véi bén d6i
dién. 93% bénh nhén trong nghién ctu cta chiung
t6i ¢ phi dai chi dudi. C6 1 bénh nhan c6 phi dai
chi trén chiém 3,4%. Phi dai chi bao gom phi dai mé
mém, dugc dinh gid bing so sdnh chu vi cta chi,
va/hoic phi dai xuong, dugc danh gid thong qua
so sanh chiéu dai chi. 25/29 bénh nhan (86,2%) c6
cdc chu vi chi dudi bén bénh 16n hon 16 rét so véi
bén lanh (loai trtt 3 bénh nhan bi phi dai ca 2 chan),
phi dai chi duéi r6 nhit 6 viing ban — cing chén, véi
sy khdc biét r6 rét so véi bén chi lanh. Chu vi viing
trén g6i va viing dui gitia chan bén lanh va chan bén
bénh ciing c6 sy khéc biét c6 y nghia véi p < 0,0S.
Gian tinh mach néng, c6 thé phdéi hop véi cic di
dang tinh mach khac ki€u u mach mdu, 1a ddu hiéu
phd bién nhdt ctia cdc bénh nhan trong nghién ctiu
tai Vién Tim mach. 100 % bénh nhan cé biéu hién
nay trén lam sang. Ty 1¢ gian tinh mach néng cta
bénh nhén trong nghién ctu ctia Samuel 1a 79%,
con tai trung tdm Mayoclinic 1a 72%. C6 thé giai
thich su khac biét trén dua vao tudi cia bénh nhan
dén kham bénh. Pang cha yla c6 58,6 % bénh nhian
ton tai tinh mach bé'ngoai, 24,1 % bénh nhén ton tai
tinh mach hong. Sy ton tai tinh mach phéi thai dugc
coi la mét ddu hiéu quan trong nhén biét va chin
dodn bénh nhén bi KTS, tuy nhién s6 liéu rit khic
nhau gitia cic nghién ctiu, Yamaki va cdng su nghién
ctu trén 61 bénh nhan KTS qua chin dodn lam
sang, siéu 4m Doppler va chup cong huéng tir c6
két qua: sy xudt hién caa tinh mach bo ngoai chiém
53% trong téng s6 bénh nhan nghién ctiu, dong trao
ngugc cd & tinh mach hién 16n 20%, tinh mach bs
ngoai 15%, tinh mach hién nhoé 7%. Thiéu san hoac
teo tinh mach sau 20%. 100% nhiing di dang vé tinh
mach ctia bénh nhan trong nghién ctiu ctia ching
toi déu dugc phat hién trén cong hudng ti. Cong

hudng tit ¢ gia tri chdn doan cao hon hén siéu 4m
dé phét hién di dang tinh mach sau trong co. V€ phi
dai m6 mém va xuong, két qua chup cong hudng tir
trong nghién ctiu ctia chiing t6i cho thdy 24,2% bénh
nhan c¢6 phi dai co, 13,8% phi dai xuong va 13,8%
phi dai I6p m& duéi da. Trong tng s6 54 bénh nhéan
Klippel Trenaunay ¢ Trung tim Mayoclinic dugc
chup cdng hudng ti, 68,5% bénh nhan phi dai co,
62,9% phi dai 16p m& dudi da; 53,7% bénh nhan ton
tai tinh mach bo ngoai va 40,7% ton tai tinh mach
hong. Vé diéu tri, 89,7% bénh nhin trong nghién ctiu
dugc diéu tri thudc va tit ap luc trong mot thoi gian
kh3a dai ttr S ndm dén trén 10 nim. Diéu tri noi khoa
bao gém uéng thudc trg tinh mach, deo tit ap luc va
dp dung cac phuong phép phuc hoi chiic nang, tap
luyén. Khi 4p dung phuong phép diéu tri noi khoa
bénh nhén d6 hoic giam cic triéu chiing tic ning
chén, 46 té bi, d6 bi chudt rut. Trong nghién ctiu cé
4 bénh nhén dugc can thiép tai cic co & y té khéc
truGe khi tai khdm tai bénh vién Bach Mai, cic bénh
nhén nay d& dugc moét phan cdc triéu chiing sau can
thiép nhu d& dau, hay tic chan, khong bi chuét rut
nhung tinh trang gian , suy cac tinh mach néng van
ton tai va tién trién nang 1én theo thdi gian, day la
ly do ti khdam chinh. C6 5 bénh nhén dugc diéu
tri can thi¢p bing song cao tan (RF) tai Vién Tim
mach-Bénh vién Bach Mai, trong ¢ ¢6 3 bénh nhan
bi gian va suy nhiéu nhanh hién phu truéc cting cac
nhanh bén, cic nhanh ndy ndi v6i cac nhanh xuyén
& dui va cing chan. Co6 2 bénh nhén bj gian va suy
nhanh b ngoai nhiéu gy gian nhiéu cic tinh mach
nong & dui va cang chan. T4t ca cic bénh nhan nay
6 cac triéu chiing nang tic chan, dau chan, chudt
rat, khoé chiu khi dilai néu khong deo tat ap luc. Dac
biét c6 mot bénh nhan bi bién chiing huyét khéi
tinh mach néng trong bui gian lién quan dén tinh
mach bo ngoai bi suy. Céc bénh nhan dugc can thiép
nhanh tinh mach gian va suy bang séng cao tén,

v6i két qua trong va ngay sau can thiép tét, cic tinh

TAP CHI TIM MACH HOC VIET NAM - SO 102.2022| 89



NGHIEN CUU LAM SANG

mach dugc can thiép dugc dongkin, dong thoi dong
dugic dong trao ngugc tai mot s6 nhanh xuyén bi suy
c6 dong trao ngugc d6 ra, khong c6 cac bién chiing
huyét khoi tinh mach sau, khong c6 t6n thuong than
kinh. Nhiing bénh nhén nay dugc theo d6i ngin han
trong 1 thdng sau diéu trj can thiép cho thdy da d6
céc triéu chiing tiic ning, d6 dau chan va khong con
chu6t rut, giam kich thudc hodc bién mit cic bui
gian tinh mach néng & chan, khong c6 bién chiing
huyét khéi hay t6n thuong than kinh sau dé. Trong
nghién ctiu ctia ching t6i cé 3 bénh nhan dugc tiém
x0 bang Aetoxisclérol mang lai cic két qua rit kha
quan, cic bui gian tinh mach nho di hoac hét, bénh
nhén cai thién nhiéu cic triéu chiing tlic nang, té bi,
chuét rut 6 chan. C6 5 bénh nhan trong nghién ctiu
ctia chiing t6i da tting dugc phau thuét trong tién st.
Tuy nhién & thoi diém phau thuét ho chua hé duge
chdn dodn la KTS, ky thuét diéu tri la rut va cit bo
tinh mach hién 1én, cing nhu mét s6 bui gian tinh
mach viing g6i va cing chan. Két qua ctia phau thuét

khé quan, khong thdy tai phét tinh mach suy tai vi tri
mg, khong c6 bién chiing tic mach hay thong dong
tinh mach, bénh nhén giam céc triéu ching dau, ttic

nang chan, khong con bi chuét rat.

KET LUAN

Nghién cttu trén 29 bénh nhéin bi hoi chiing
Klippel Trenaunay ti thang 6 ndim 2021 dén thing
10 nam 2022 thdy s6 bénh nhén ni gip hon hai lan
nam, hau hét cic bénh nhan déu c6 bét rugu vang,
gian tinh mach nong va phi dai chi. Trén siéu 4m,
100% s6 bénh nhan c6 bét thuong hé tinh mach
no6ng, bao gom ton tai tinh mach b ngoai, tinh mach
hong, thiéu san hodc bat san tinh mach sdu. Két qua
chup cong hudng tir chi duéi ctia cdc bénh nhan cho
thdy 100% bat thudng vé tinh mach, khoang 1/4 s6
bénh nhan bi phi dai xuong. Cac bénh nhan dugc
diéu tri ndi khoa, tiém x0, can thiép nhiét néi tinh
mach va phau thuit. Céc bién phép diéu tri ban dau
cho thdy két qua kha quan.

ABSTRACT

Oveview: Klippel-Trenaunay syndrome is a rare congenital anomaly. KT'S can have a significant impact

on patients’ psychological well-being, employment capacity, cosmetic concerns, and quality of life, despite
the fact that it rarely results in death or serious consequences. Early disease detection, advice on self-care,
and prompt symptom treatment are all critical steps to enhance patients' quality of life, restore function,
and help lower consequences.

Objective: To study the clinical and imaging features of KTS and do a preliminary analysis of the
therapy outcomes at the National Heart Institute of Bach Mai hospital.

Method: Individuals who meet the criteria for a clinical diagnosis are selected for the study.

Results: In terms of clinical symptoms, 96.6% of the study participants had varicose veins, 100% had
venous dilatation, 20.6% had bone hypertrophy, and 96.6% had spider veins. According to the findings of lower
extremity ultrasound examination and magnetic resonance imaging, all of the study participants had abnormal
veins at various levels, including 58.6% persistent lateral marginal veins, 23.8% persistent pelvic veins, 30.6%
abnormal deep veins, and 64.6% abnormal visible venous system. According to data from magnetic resonance
imaging (24/29 patients), all patients exhibited venous anomalies, and there was muscle hypertrophy in 24.2%
of them, bone hypertrophy in 13.8% of them, and subcutaneous fat hypertrophy in 13.8% of them.

Conclusion: The diagnosis of Klippel Trenaunay syndrome is made entirely on the basis of clinical
criteria, with two of the three criteria being satisfied. Early diagnosis and prompt treatment can reduce the
patient's symptoms and lower the risk of consequences.
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