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NHAN TRUWONG HOP CHAN DOAN VA DIEU TRI
LYMPHANGIOLEIOMATOMATOSIS (LAM)
TAI BENH VIEN QUAN Y 175
Phan Thi Anh Pao', Trwong Thanh Ting', Nguyén Thi Ngoc Hén'

TOM TAT

Lymphangioleiomatomatosis (LAM) la mét bénh 1y réi loan da hé théng déic
trieng boi su ting trudng cdc té bao co tron xung quanh phéi, cdc mach mau phéi, mach
bach huyét va mang phéi dan dén cé nhiéu nang, kén khi trong phoi ciing nhie cdc biéu
hién ngoai phoi nhw u mach mau va u bach huyét. Bay la mét bénh Iy hiém gdp va gdy
tir vong ¢ phu nit tré tudi. Trong bai bdo cdo nay, ching téi dé cdp mét trieong hop niv
gidi, 33 tudi, tién sir tran khi mang phéi tai phdt nhiéu lan, nhdp vién vi tirc nguee, kho
thé cap tinh, hinh dnh Xquang phéi, cat I6p vi tinh long nguee cho thdy nhiéu nang, kén
khi hai bén phéi kich thuée to nhé khéng déu, xo héa mé ké lan toa, tran khi mang phoi
hai bén va dwoc chan dodn LAM. Bénh nhadn khong con chi dinh diéu tri bcing thuéc trc
ché mTOR (sirolimus) nén dwoc tw van t6i co s diéu tri cé kha nang ghép phoi.

Tw khoa: Lymphangioleiomyomatosis (LAM).

CASE OF DIAGNOSIS AND TREATMENT
LYMPHANGIOLEIOMATOMATOSIS (LAM) AT MILITARY HOSPITAL 175
SUMMARY

Lymphangioleiomatomatosis (LAM) is a multisystem disorder characterized by
the growth of smooth muscle cells around the lungs, pulmonary blood vessels, lymphatic
vessels, and pleura leading to the formation of cystic structure in the lung parenchyma
and other manifestations such as angioma and lymphoma. According to other reports,
this is a rare and fatal disease in young women. In this report, we describe a 33 years
old woman with a history of reoccurrent pneumothorax, hospitalized due to chest
pain, acute dyspnea. Chest X-ray and thoracic computed tomography images showed
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multicystic lung lesions, diffuse interstitial fibrosis, bilateral pneumothorax, and finally
diagnosis of LAM has been confirmed. Our patient is no longer suitable for treatment

with mTOR inhibitors (sirolimus) and treatment in an institute where lung transplant is

available is recommended.

Keywords.: Lymphangioleiomatomatosis(LAM).

1. PAT VAN PE

Lymphangioleiomatomatosis
(LAM) 1a mot bénh 1y roi loan da hé théng
dic trung boi su ting truong cac té bao
co tron xung quanh phdi, cac mach mau
phdi, mach bach huyét va mang phdi dan
dén trac nang trong nhu mé phdi ciing nhu
cac biéu hién ngoai phoi nhu u mach va
u bach huyét. Pay 1a mot bénh 1y hiém
gip va thuong chi xut hién & phu nir tré.
Céc triéu ching thuong gap 1a kho thd,
ho, dau nguc, doéi khi ho ra mau; tran khi
mang phoi tu phat va hay tai phat nhiéu
lan. Chan doan LAM chu yéu dya trén céac
triéu chung lam sang va X-quang nguc,
CT- scanner nguc c¢6 d phan giai cao va
mé bénh hoc. Ton thuong tuy thudc vao
muc d tién trién cta bénh dic trung béng
hinh anh cic nang nho lan téa hai phoi,
tran khi mang phoi, tran dich bach huyét.
Diéu tri LAM hién nay cha yéu bang cac
thudc trc ché mTOR (sirolimus) hodc ghép
phdi tuy nhién vé toan cuc bénh van cé
tién luong xAu, tién trién dan dan dén suy
h6 hap va tir vong. Trong khudén kho noi
dung bai bao ndy, chung t6i xin cung cip
mot s6 thong tin vé biéu hién 1am sang
dién hinh, mot sb xét nghiém cén lam sang
trong chin doan LAM dong thoi thao lun
vé mot truong hop bénh cé biéu hién dau
tire nguc va kho tha do tran khi mang phoi
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va duoc chan doan LAM tai Bénh vién
Quany 175.
2. GIOI THIEU CA BENH

2.1. Bénh sw

Bénh nhan L& Thi Thay H, nit
gi6i, sinh nim 1988, tién sir chua ghi nhan
bénh Iy man tinh, chua mang thai 14n nao,
da timg tran khi mang phoi diéu tri 6n dinh
nhung khong rd chan doan cu thé. Bénh
nhan c6 bi€u hién sot, ho khac it dom, tirc
nguc, kho thd dot ngdt, khong lién quan
dén chan thuong nguc. Nhip vién khoa
cép cuu 01/01/2021 duogc chi dinh chup
Xquang nguc, phat hién tran khi mang
phéi hai bén lugng nhiéu, tran it dich mang
phoi trai duge dit dan luu khi mang phoi
hai bén, tiép tuc diéu tri tai khoa Hoi st
tich cuc — Bénh vién Quan Y 175.

2.2. Kham bénh

2.2.1. Ldm sang

Toan than: Tinh tao, tiép xuc duoc,
thé trang trung binh, khong phu, khong
s6t, khong so thay hach ngoai vi.

Huyét dong 6n dinh: mach déu
110 lan/phat, huyét ap 100/60 mmHg,
churc nang gan, than binh thuong.

Ho6 hép: Ttc nguc, kho thd vira,
tho 21 lan/phat, Sp02 85%, tam chung
Gaillard dién hinh ca hai phdi da duoc dat
dan luu khi mang phdi hai bén.

Khong ¢ yéu t dich t& COVID 19.
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2.2.2. Xét nghiém cdn ldm sang

Huyét dd: Bach cau: 20 000 bach
cau/uL, N: 56,6 %; Hong cau: 4,96 triéu
héng cAu/cm?, Hb: 14,1 g/dL; Tiéu cau:
382 000 tiéu cau/ul.

Dbong - chdy mau: Prothrombin:
98%. D - Dimer 7444 ng/ml. Nhom mau:
AB".

Sinh hoa: Lactat: 7,8 mmol/l, AFP
<0,605 U/ml, CA 125: 52,6 U/mL, HbsAg
(-), Anti — HCV (-), cac chi sb khéc trong
gi61 han binh thuong.

Khi mau dong mach: pH 7,28,
PaCO,: 40,4%, PaO,: 181,5%, HCO,:
18,8%.

Vi sinh: HIV, cim A,B am tinh.
AFB dom am tinh.

Xquang tim - phéi: Tran khi mang

phdi 2 bén luong nhiéu giy xep phdi thu
dong.

CT - scanner nguc: Nhu mo phoi
c6 nhiéu nang va kén khi hai bén kich
thudc to nho khong déu, ton thuong xo
hoéa mé ké lan téa, tran khi mang phoi hai
bén, it dich mang phoi trai, con dng dan
lwu khi mang phoi hai bén, tran khi trung
thit va md mém thanh nguc, khong c6 dau
hiéu thuyén tic phoi.

Dién tim: nhip xoang 100 chu ky/
phut. Siéu am tim binh thuong.

Siéu am 6 byung: u gan va u than
trai, khong thay dich 6 bung.

CT-scanner bung: Nhiéu 6 ton
thuong ¢ gan va than chia md nghi
Angiomyolipoma (AML), u nang budng
tring.

Hinh 01: CT-scanner long nguc hic nhdp vién cho thdy ton thirong phéi cé
nhiéu nang va kén khi hai bén kich thude to nhé khéng déu, tran khi mang phéi hai bén,
con ong dan lwu khi mang phéi hai bén, khéng cé dau hiéu thuyén tac phoi.

Dién bién lim sing:

Chan doan: Tran khi mang phoi
hai bén tu phat theo doi LAM chua loai
trir bénh mo bao Langerhans, di duoc dan

lwu khi mang phéi hai bén.

Diéu tri hdi st tich cuc: An than,
thd may, dan lyu khi mang phoi hai bén,
khang sinh phong boi nhiém.
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- Ngiy 5: Lam sang tam 6n dinh,
khong sot, turc nguc, kho thé nhe, i rao
phé nang giam nhe hai phoi, sinh hiéu 6n
dinh. Chup phim Xquang phdi kiém tra
thdy hai phoi né tot, con dng dan luu.

Khi mau dong mach, xét nghiém
huyét hoc, sinh hoa :Binh thuong.

Bénh nhan duoc rut éng noi khi
quan, ty thé 6n dinh, Sp02 95% Oxy nhanh
5 Lit/phut.

Két qua giai phau bénh cua phoi:
Tang sinh nhiéu té bao giéng co tron tap
trung thanh ting cum nam & ria cac nang
trong phéi, doc theo mach mau, bach
huyét va phé quan dan dén chit hep duong

tho, tac nghén mach bach huyét, day thanh
mach mau, va xuat huyét. Khong ghi nhan
té bao Langhans va cac hinh anh 4c tinh.

Hoi chan: Dua trén triéu ching
lam sang, hinh anh hoc va mé bénh hoc,
chan doan xac dinh LAM.

Hudng diéu tri: Sirolimus va ghép
phoi.

- Ngay 7: Lam sang 6n dinh, chup
Xquang nguc phdi nd tét, rat éng dan luu,
bénh nhan xuit vién va duoc tu van t6i co
so diéu tri co kha ning ghép phoi dé duoc
cac chuyén gia gop y vé phuong an diéu
tri.

Hinh 02 : CT - scanner nguec phéi né tot, da rit dan luu khi mang phéi hai bén.

3. BAN LUAN

Bénh LAM 1a mét bénh hiém gap
va gy tir vong & phu nit trong do tudi sinh
san tir 20 dén 40 tudi. Ty 1& mac LAM
khoang 1 - 2,6 /1.000.000 dan sb nit noi
chung, nguoi da tring mic nhiéu hon
[4]. Do ty 1& méc bénh thap, triéu ching
lam sang LAM giai doan dau gin gidng
v6i cac bénh phodi khac va thiéu cac xét
nghi¢m dac hiéu nén chan doan bénh con
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gip nhiéu kho khan. Trong trudng hop cta
chung t61, bénh nhan da co tién sir tran khi
mang phoi va da duge diéu tri, tuy nhién
khéng duge chi dinh chup HRCT phdi, do
d6 chua dugc chian doan LAM trude day.
Bénh 1y duoc dac trung bdi sy gia tang cac
té bao co tron khong dién hinh trén khap
nguc, bao g6m nhu mo phéi, mach mau,
bach huyét, va mang phoi, dan dén sy bién
dang cta ciu trac phdi, va sy suy giam
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chire ning phoi.

Vi LAM chu yéu gip ¢ phu
nit nén hormone sinh duc nit (Estrogen
va Progesterone) c6 vai trd trong qua
trinh sinh bénh. Céac thu thé Estrogen va
Progesterone dugc tim thiy trong cac té
bao co tron cia phdi va khdi u mach mau
va chic nang phdi x4u di trong qué trinh
mang thai hodc bénh nhan sir dung li€u
phap estrogen, nguoc lai tién trién bénh
cham lai sau khi cit bo budng trimg hoic
man kinh. Tuy nhién chua c6 nghién ctru
cho diéu tri nhdm vao cac thu thé ndi tiét
t6 [4].

LAM la sy gia ting cua cac té bao
khong ddng nhat kiéu hinh trong phoi (té
bao LAM) c6 dic diém gidng té bao co
tron va melanocytes bat thuong co chira
dot bién & gen TSCI1 hodc TSC2. Cac
gen TSC1 va TSC2 ma hoa hai protein 1a
hamartin va tuberin, hai protein nay cung

rc ché con duodng tin hidu rapamycin
(mTOR), mot yéu t6 diéu chinh vé kich
thude va phat trién té bao[2].

Bénh LAM c6 2 dang: LAM
tu phat va LAM két hop v6i Tuberous
Sclerosis Complex (TSC) va thuong xay
ra & dang thir hai. C6 dén 80% nir gidi co
TSC bi LAM [5], 13-38% nam gidi co
TSC bi LAM [1]. TSC 1a bénh di truyén
hiém gip, dic trung boi cac khdi u khong
phai ung thu phat trién trong ndo, tim,
gan, than, mat, phoi va da. Triéu ching
chu yéu 1a co giat, khuyét tat tri tu¢, cham
phat trién, bat thuong hanh vi, bat thuong
& da, tim, gan, phoi, than. TSC giy ra do
dot bién cua mot trong hai gen TSC1 hoac
TSC2, véi d6t bién gen TSC2 chiém wu
thé, gay ra triéu ching nghiém trong hon.
Gen TSC1, TSC2 ma hoéa protein hamartin
va tuberin rc ché ting truong khdi u. [2].

Bang 01. Triéu chung lam sang LAM [2]

Triéu ching LAM tu phat TSC-LAM
Kho thé 73 % 71%
Tran khi mang phoi 57 % 47%
Angiomyolipomas (AML) 41 % 96%
Tran dich bach huyét 20 % 14%
Ho mau 10% 3%

Triéu ching chu yéu 1a kho tho khi
gang stc. Bén canh triéu chimg chinh con
céc tridu chimg khac gom tran khi mang
phoi tu phét (57%), ho ra mau (32%), u
mach mau bung (32%), AML (29%), va
tran dich mang phdi (12%) va it gip tic
ngh&n hé thong bach huyét (tran dich mang
phoi bach huyét, c6 chudng bach huyét va

tiéu bach huyét), xuat huyét 6 bung do u
mach than, gan [4]. Nhitng tri¢u chung
trén xuét hién giai doan sau ctia bénh, nén
ban dau bénh nhan bi LAM thuong bi chan
doan sai va dugc diéu tri bang thudc gidn
phé quan. Bénh nhan LAM d& bi tran khi
mang phoi ty phét va tai phat nhiéu lan do
su gia ting ctia cac co tron trong phé quan,
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thu hep duong thd va bay khi va bénh ning
hon néu bénh nhan mang thai [4].

Chan doan bénh LAM dua vao
Xquang nguc va CT — scanner nguc do
phan giai cao (HRCT) va sinh thiét phoi
néu can. Hinh anh ton thuong Xquang

nguc va HRCT thay d6i tiry thudc vao mirc
d6 tién trién cua bénh thuong dic trung
bang hinh anh cac nang nhé lan téa hai
phdi, tran khi mang phdi, tran dich bach
huyét.

D))

Hinh 03. Hinh anh ton thwong nang nhé lan téa 2 phéi.

Néu HRCT tbn thuong dac hiéu
két hop AML, tran dich bach huyét hoic
TSC 1a du chan doan LAM, nguoc lai
néu HRCT dic trung nhung khong c6 ton
thuong ngoai phoi hodc TSC sé khong du
chan doan LAM. Trong trudong hop khong
du cac diéu kién dé chan doan LAM, ching
ta c6 thé do néng d6 VEGF-D trong huyét
thanh, mot yéu t6 ting trudng bach huyét
tang 1én trong huyét thanh cua bénh nhan
méic LAM dé hd trg chan doan. Véi cac
triéu ching 1am sang két hop véi két qua
noéng d6 VEGF-D > 800 pg/ml trong huyét
thanh duoc chép nhén dé chan doan LAM
[3]. Sinh thiét phéi chan doan xac dinh
bénh véi sy hién dién ctia mot sb marker
dic trung cac té bao co tron (actin, desmin
hoac HMB-45) trong d6 HMB-45 1a tiéu
chuén vang cua céac té bao LAM [4].

Do chirc ning hé hip chi hd tro
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chan doan va theo dbi bénh véi rdi loan
thuong gap 1a rdi loan théng khi tic nghén
hodc hdn hop. Phoi bi tang truong luc do
su gia ting dung tich toan phdi (TLC) va
thé tich 16ng nguc, bay khi xuat hién nhiéu
do ting thé tich khi can (RV) va RV / TLC,
Pao, va khuyéch tan carbon monoxide
(DLCO) bi giam. Tat ca cac roi loan trén
lam gidm hoat dong thé luc & hau hét cac
bénh nhan [4].

Piéu trj bénh LAM tily vao muc
dd nghiém trong cua b¢nh, bénh nhan
dugc chi dinh st dung sirolimus hoac
everolimus (thubc (¢ ché mTOR) nhim
vao con duong tin hi¢u rapamycin, c6 hi¢u
qua 6n dinh chirc ning phdi va giam céc
tri¢u chuing cua bénh nhung phuong phap
nay chi gitip 6n dinh bénh ma khong chira
khoi hoan toan. Ghép phoi van 1a lira chon
diéu trj toi wu cho bénh nhan LAM dé cai
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thién chat lugng cudc séng cua ho [4].

Ngoai ra con c6 thé st dung thude giin

phé quan dé hd trg bénh nhan LAM bi kho

tho va doi khi 1a duoc coi la phuong phéap

diéu tri duy nhat ma bénh nhan LAM can.
4. KET LUAN

Lién h¢ ¢ ca lam sang trén, bénh
nhan cua ching t6i 1a ntt, tré tudi, nguoi
Chéu A nén ty 1é rat hiém gap. Tién su da
ting tran khi mang phoi tu phat nhung
chua duge lam day du cic xét nghiém
dé chan doan xac dinh cin nguyén. Bénh
nhan dén véi chung t6i khi da c6 kho thd
ning kéo dai, tran khi mang phdi tu phat,
AML, ton thwong phdi dic trung trén
HRCT, két hop v6i két qua mo bénh hoc
chi diém du tiéu chuan dé chan doan LAM.
Vi truong hop cu thé nay, dién bién cua
bénh di c6 thoi gian tién trién kéo dai (>4
nim), ton thuong md k& va nang lan toa
hai phoi nén str dung sirolimus khong con
hiéu qua, ghép phoi 1a phuong phéap diéu
tri cudi cuing dé cai thién chirc ning phoi
va chét luong cudc séng. Bénh nhan nén
duoc theo ddi y té chit ché nhu do chirc
nang phéi, kiém tra thé luc, hinh anh hoc
dinh ky dé theo doi tién trién bénh ciing
nhu dugc khuyén khong nén mang thai va
khong sir dung cac liéu phap lién quan dén
hormone sinh duc ntr.

Kién nghi: Voi nhing tredng hop
nit gi6i tré tudi, viéc chup HRCT phoi 1a
can thiét doi v6i nhimg truong hop tran
khi mang phoi ty phat nham phat hién sém
cac ton thuong goi ¥ cia LAM dé tir d6
c6 dinh huong diéu tri sdm, 1am cham tién

trién ctia bénh, nang cao chat luong cudc
song.
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