TAP CHI NGHIEN ClPU Y HOC

TON THUONG THAN DO LANG DONG AMYLOID:
BAO CAO LOAT CA LAM SANG VA NHIN LAl Y VAN

Pwong Manh Long'2, H6 Thi Kim Ngan', Nghiém Trung Diing?
DPing Thi Viét Ha'?, D6 Gia Tuyén', Nguyén Thi Minh Thirc?

va Pham Tién Diing"2*

"Trrong Pai hoc Y Ha Noi
2Bénh vién Bach Mai

Bénh ldng dong amyloid la mét nhém céc réi loan nghiém trong, hiém gép do Idng dong protein amyloid trong

cécmé nhuwthén, tim va ndo. Chiing téi bdo céo 3 truong hop tén thuong than do lang dong amyloid duoc chdn doan

va diéu tri tai bénh vién Bach Mai trong khodng thoi gian tir thédng 1/2024 dén thang 3/2025. T4t ca céc trudong hop

déu duoc xéc 1ap chén doan théng qua sinh thiét than, chirng minh lang dong amyloid tai thdn véi ky thuét nhuém

dé Cong - gb déc trung. Két qua dép tng trén than khéng kha quan cla ca ba trirong hop cho thdy bénh thén do

I4ng dong amyloid van & mét thach thirc trong chan doan va diéu tri. Bdo céo nay nhédn manh tdm quan trong ctia

viéc sang loc amyloid nhuwr mot nguyén nhan thir phéat gay ra hoi chimg thén hu & nguoi Ién tudi, ddng thoi, nhén

manh tdm quan trong cta sinh thiét than trong viéc chén doan va diéu tri hoi chieng thén hwe & nhém bénh nhan nay.

Tir khéa: Bénh lang dong amyloid, héi chirng than hw, bao cao ca lam sang.

l. DAT VAN BE

Lédng dong amyloid (Amyloidosis) 1a mét
nhém cac bénh hiém gap va dac trwng bdi
s lang dong bat thuong cla protein amyloid
khoéng hoa tan gidng nhw fibrin trong cac co
quan co thé, gay tén thwong ndi tang dan dén
ttr vong." C6 khodng 60 protein khéng déng
nhéat va 27 trong s nay cd lién quan dén cac
bénh ly da biét, anh huwéng dén gan, than, hé
than kinh ngoai bién va tim.2 Néu khéng diéu tri
tdi wu, I&ng dong amyloid c6 ty 1é t&r vong rat
cao, khodng 75% trong 2 nadm ké tir khi dwoc
chan doan.® Than 1a mét trong nhirtng co' quan
thwong bi anh hwdng nhét trong bénh lang
dong amyloid, va rdi loan chirc nang than lién
quan goép phan dang ké vao ty 1& mac bénh
va t&r vong.' Tai Viét Nam, chwa c6 mét bao
céo hé théng nao trwdc day vé bénh lang dong
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amyloid néi chung ciing nhw tbn thwong than
do amyloid naéi riéng. Trong bai bao nay, chung
tdi bao céo loat trudng hop tén thwong than
do amyloid & nguwoi I6n tudi dwoc chan doan
bang sinh thiét than tai Bénh vién Bach Mai
trong khoang thoi gian tlr thang 1/2024 dén
thang 3/2025, déng thdi cung cap cac thong tin
vé diéu tri, két cuc cla tirng ca bénh. Loat bao
céo trwdng hop nay nhdm muc dich nhan manh
vai trd cla sinh thiét than trong sang loc nguyén
nhan th phat dbi véi hodi chirng than huw trén
ngudi Ion tudi, ddng thoi diém lai y vén vé phac
dd diéu tri cling nhu tién lwong déi véi bénh
nhan c6 tén thwong than do 1ang dong amyloid.

Il. GIOI THIEU CA BENH

1. Ca lam sang sé 1

Bénh nhan nam 68 tudi, tién st dai thao
duong typ 2 bdy ndm, dang duy tri didu tri
metformin va empagliflozin, vao vién vi tinh
trang phu hai chi dwdi. Tai thoi diém nhap vién
l&n dau, bénh nhan dap (ng tiéu chuan chan
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doan hdi chirng than hw véi protein/albumin
mau 51/25 g/L, protein niéu 24 gi& la 19,7
g/24h, creatinin 88 uymol/L, Hb 137 g/L. Cac xét
nghiém danh gia sau dé cho thay tén thwong
co quan dich cla dai thao dwdong khong rd
rang, chi s6 HbA1c la 7,2%, kham mét khéng
c6 tén thwong véng mac; huyét tdy dd va sinh
thiét tay xwong khéng phat hién bat thwong.
Tuy nhién, két qua siéu am tim ctia ngwdi bénh
lai ghi nhan tinh trang gidm strc cang doc that
trai (GLS: -10,7%), tang chénh ap qua dwong
ra that trai 34mmHg, phan s téng mau bao
tdn nhwng chirc ndng tam thu that phai gidam
(TAPSE 12mm, FAC 33%), c6 dau hiéu SAM
(van hai l& di chuyén ra trwéc trong thi tam thu)
goi y bénh co tim phi dai trén siéu am, chi sé

ava—-byk

AL k (116-133 AL 1

NT-ProBNP trong mau cling tang cao (1653 ng/
mL). Do hinh &nh siéu am tim hwéng dén bénh
co tim do I&ng dong amyloid va khéng tim duoc
tbn thwong dac hiéu cla dai thao duong trén
soi day mat, bénh nhan dwoc tién hanh sinh
thiét than dé chan doan xac dinh. Két qua trong
13 cau than sinh thiét dwoc, ghi nhan I&ng dong
chat vé dinh hinh bat mau dé cam khi nhudm
Do Coéng-go tai thanh mach, mo ké va cau than,
duéi kinh hién vi phan cwe, ghi nhan chét vé
dinh hinh mau xanh tao trong tiéu déng mach
va cau than, nhuém Lambda dwong tinh viing
gian mach. Bénh ph&m sinh thiét than sau dé
dwogc giri sang bénh vién Dai hoc Osaka - Nhat
Ban dé dinh typ, két qua chan doan bénh than
do lang dong amyloid typ AL (loai 1).

TTR(115-124)

Hinh 1. Két qua dinh typ lang dong amyloid tai than cta bénh nhan sé 1

Mdi tén tréng: chat Idng dong bat mau xanh téo trén kinh hién vi phan cuwc; mdi tén den: vi tri chét

I&ng dong dwong tinh véi nhudém lambda

Chén doan xac dinh cGia bénh nhan sau khi
c6 két qua dinh typ la bénh I&ng dong amyloid
typ AL c6 tén thwong tai tim va than - dai thao
dwong typ 2. Tai thoi diém cé két qua dinh typ,
trén 1am sang bénh nhan da dién bién ning
véi tinh trang suy tim, thiva dich, tén thwong

than cap va viém phdi bénh vién, do d6 khéng
c6 diéu tri dac hiéu. Bénh nhan ti& vong sau
dé mac du chwa tirng bat dau diéu tri e ché
mién dich hay phac dé cho bénh lang dong
amyloid nao.
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2. Calam sang s6 2

Bénh nhan nam 49 tudi vao vién thang
3/2024 vi tinh trang phu toan than dién bién
trong khodng 2 tuan truwéc thdi diém nhap vién.
Nguw&i bénh cé tién st viem gan B 11 nam, hién
khéng st dung thubc khang virus. Cac théng
sb6 can lam sang Gng hd mét trwdng hop hoi
chirng than hv méi khéi phat véi cac thong
sb cu thé nhw sau: uré 9,1 mmol/L, creatinin
103 pmol/L (eGFR 76,8 ml/phat/1,73m? da),
protein toan phan 50 g/L, albumin 17,8 g/L,
protein niéu 14,4 g/24h. Bénh nhan khong cé
tinh trang thiéu mau (Hb 148 g/L), do tai lwong
virus viém gan B duéi ngwéng phat hién. Cac
tham do tim nguyén nhan th& phat nhw ndi soi
tiéu hoa, siéu am tim, bilan bénh hé théng déu
khéng co6 phat hién dac biét. Bénh nhan dwoc
tién hanh sinh thiét than 1an 1, v&i 2 phwong
phap nhudm tiéu chuin 1a mién dich huynh
quang va hién vi quang hoc (khéng nhuém dé
Co6ng-gd), két qua sinh thiét co6 10 cau than, tat
ca déu binh thuweéng dwdi hién vi quang hoc,
hwéng dén bénh cau than thay déi tbi thiéu
(MCD), khéng c6 lang dong mién dich d&c hiéu
tai tiéu ban sinh thiét. Bénh nhan duoc st dung
cac phac do (rc ché mién dich theo huéng hoi
chirng than hw nguyén phat, két hop véi thube
khang virus trong vong 6 thang tuy nhién khéng
c6 dap ng véi didu tri. Thang 9/2024, bénh
nhan duogec sinh thiét than 1an 2 nham danh gia
lai tén thwong than, tai thdi diém nay, ndng do
huyét sic t6 cla nguwoi bénh la 124 g/L, hoi
chirng th&n hw trén 1dm sang voi creatinin 99
pmol/L (eGFR 80,5 ml/phut/1,73m?2 da), protein/
albumin mau 40/14,7 g/L, protein niéu 20,1
g/24h. Két qua sinh thiét than 1an 2: trong 20
cau than sinh thiét dwoc ghi nhan khong thay
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tdn thwong viém, xo hda hay hoai t, tuy nhién
gian mach cau than co ldng dong cac chét vo
dinh hinh bat mau cam khi nhuém do Céng -
g6; nhudém mién dich huynh quang dwong tinh
voi IgA, IgM, IgG, C1q, C3d, Lambda; nhuém
am tinh v&i Kappa (Hinh 2).

Ngay sau khi co két qud sinh thiét than,
bénh nhan dwoc tién hanh danh gia huyét tay
dd, két qua tiy c6 10% twong bao, dién di
mién dich huyét thanh khong phat hién tang
gammaglobulin don dong, free kappa/lambda
trong mau binh thwong (38,7/67,3 mg/L), xa
hinh SPECT/CT khdéng phat hién tang hoat tinh
phéng xa & co tim va cac co quan khac ngoai
than. Bénh nhan dwoc chan doan hoi chirng
than hw do I&ng dong amyloid typ AL gi¢i han
tai than - Viém gan B va duoc didu tri phac do
CyBorD (Cyclophosphamide + Bortezomib +
Dexamethasone) 2 dot. Sau diéu tri 2 dot, bénh
nhan van con héi chirng than hw trén Iam sang,
két qua sinh thiét tiy xwong con 2% plasmo,
dién di mién dich cb dinh huyét thanh c6 hinh
anh IgG lambda don dong, free Kappa/Lambda
mau tang cao (795/630 mg/L). Ngwdi bénh
duwoc chuyén sang phac dd VRD (Lenalidomide
+ Bortezomib + Dexamethasone) va xuét hién
bién ching séc nhiém khuan trong qué trinh
diéu tri, can loc mau lién tuc va phu thudc loc
mau 2 thang sau d6. Bénh nhan tuy khong tt
vong song chi*c nang than cé xu hwéng xau
di nhanh chéng sau dot nhap vién nay, xét
nghiém creatinin mau c6 xu hwéng tang (thang
2/2025: 543 pmol/L (eGFR 10,4 ml/phat/1,73m?
da) — thang 4/2025: 640 ymol/L (eGFR 8,6 ml/
phut/1,73m? da); protein/albumin mau 44/20
g/L). Bénh nhan da dwoc tw van diéu tri thay thé
chd déng bang phwong phap loc mau chu ky.
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Hinh 2. Anh sinh thiét than ctGa bénh nhan sé 2 (thang 9/2024)

A. HE X 400, vung gian mach m& réng v&i sw hién dién cac chét wa acid nhe;
B. PAS X 400, vung gian mach nhuém mau wa acidnhe;
C. JMS X 400, nhuém bac théy sw hinh thanh gai cuc bd doc theo cac vong mao mach, dac trung

cua amyloid;

D. Congo red x 400, lang dong chét dang tinh bét (mau dé gach) trong cau than, thanh tiéu dong

mach va mang day éng than;

E. Congo red, tai kinh hién vi phén curc thdy mau xanh tao trong tiéu déng mach;
F. Lambda x 400, dwong tinh manh & vung gian mach

3. Calam sang s6 3

Bénh nhan ni 55 tudi, tién st nhdi mau ndo
di chirng yéu %% nguwoi trai va tang huyét ap
dang duy tri telmisartan 40 mg/ngay. Bénh khéi
phat cach vao vién 1 thang, bénh nhan phu
toan than tang dan, tiéu it va mét méi. Ngudi
bénh nhap vién lan dau vao thang 12/2024 tai
bénh vién tuyén co sé& va dwoc chan doan méc
héi chirng than hw v&i protein/albumin mau la
58,6/20,5 g/L; protein niéu 24 gi& la 8,66 g/24h,
creatinin huyét thanh 78 umol/L, Hb 135 g/L. Tai
thoi diém nay, bénh nhan da dwoc sang loc cac
nguyén nhan thi phat, tuy nhién do khéng cé
tinh trang thiéu mau nén khéng dwoc 1am huyét
tiy d6. Bénh nhan dwoc ké toa ra vién diéu tri
corticoid liéu tn cdng xong khéng cé dap tng.

Thang 2/2025, bénh nhan nhap vién Bach Mai
trong tinh trang phu toan than, xét nghiém mau
tai thdi diém nhap vién nhw sau: creatinin huyét
thanh 88 umol/L, protein/albumin mau 52,8/25,8
g/L, Hb 123 g/L, lambda tw do huyét thanh
3800 (tang manh), kappa tw do 690. Bénh nhan
dwoc tién hanh sinh thiét ty xwong, két qua ghi
nhan cé tang plasmo trong tay véi ti 1& 14,8%;
dién di mién dich huyét thanh c6 hinh anh tang
chudi nhe IgG lambda don dong. V&i két qua
nay, chan doan cla bénh nhan hién tai huwéng
dén da u tdy xwong va nguwoi bénh tiép tuc
dwoc sang loc cac tén thwong co quan trong
bénh canh nay. Mac du vay, cac xét nghiém nay
khong ghi nhan thém nhirng bat thudng khac
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c6 y nghia cho viéc chan doan xac dinh da u
tdy (tim, hé thédng xwong, tinh trang thiéu mau,
tang calci mau, bat thuwong Ig cé y nghta). Bénh

TAP CHi NGHIEN CU’U Y HOC

nhan dwoc quyét dinh sinh thiét than nham xac
dinh rd tén thwong.

Hinh 3. Anh sinh thiét than ctGa bénh nhan sé 3

A. HE X 400, vung gian mach mé réng véi sw hién dién cac chét wa acid nhe;
B. PAS X 400, vung gian mach va thanh tiéu déng mach nhuém mau wa acid & gian mach;
C. Nhuém bac x 400, thdy sw hinh thanh gai cuc b doc theo céc vong mao mach, déc trung cua

amyloid;

D. Masson X 400, mau xanh xam & gian mach va thanh tiéu dbéng mach;
E. Congo red x 400, lang dong chét dang tinh bot (mau dé gach) trong céu than, thanh tiéu déng

mach va mang day éng than;

F. Lambda x 400, dwong tinh manh & vung gian mach

Két qua v&i 17 cau than trén tiéu ban sinh
thiét, ghi nhan l&ng dong nhiéu chat vé dinh
hinh tai cac cau than, mo ké, tiéu ddéng mach va
ddng mach ¢& trung binh bat mau cam dac trwng
khi nhuém dé Céng-g6. Mién dich huynh quang
dwong tinh vé&i nhuém Lambda, am tinh v&i cac
marker con lai (IgG, IgM, IgA, C4, C1q, Kappa).
Két qua giadi phau bénh huwéng dén bénh than
do l&ng dong Amyloid, typ AL (Hinh 3). Vé&i két
qua sinh thiét than nhw trén, bénh nhan duoc
chan doan xac dinh la Da u tdy xwong chudi
nhe Lambda ISS3 - H6i chirng than hw do bénh

than I&ng dong Amyloid typ AL - Tang huyét ap -
Nhéi mau ndo cii. Phac d6 VRD (Lenalidomide
+ Bortezomib + Dexamethasone) dwoc chi dinh
st dung, méc du vay, tdn thuwong than khong cé
xu huéng cai thién, ngudi bénh bj bién chirng
nhiém khuan n&ng sau dung phac db trén, tinh
trang thira dich trén I1&m sang khién bénh nhan
bét budc phai loc mau hd tro méc du chire nang
than khoéng bi suy gidm nhiéu (creatinin 123
pmol/L). Sau 3 tudn phu thudc loc mau, bénh
nhan thiéu niéu (tiéu < 500 ml/24h), creatinin tw
123 pmol/L — 259 umol/L. Nguwoi bénh dugc
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chi dinh d&t catheter dwdng ham cé cuff dé loc
mau lau dai va dirng toan bd phac &rc ché mién
dich sau dé. Hién tai bénh nhan dang loc mau
chu ky 3 Ian/tuan tai co s& loc mau dia phwong,
chi duy tri thubc diéu tri ting huyét ap va tai
kham dinh ky.

Ill. BAN LUAN

Amyloidosis 1a mét nhém céac rdi loan téng
hop cac protein cé cau tric bat thuwong, lang
dong tai cac mé co quan trong co thé dudi
dang soi khong hoa tan, gay réi loan chirc ndng
co quan nhu tim, gan, than, dwong tiéu hoa,
co xwong khép va hé than kinh ngoai bién.
Bénh lang dong amyloid dwoc phan loai dwa
theo ban chét cla protein tién nhan (khoang 25
loai), theo danh phap dwoc dé xuat béi Hiép
hai Amyloidosis quéc té.4 Bang 1 dwdi day trinh
bay mét sb thé amyloidosis thwdng gap c6 ton

thwong tai thén va cac co quan bj tdn thuwong
khac.’ Than la co quan chinh hodac mét trong
nhi*tng co quan chinh chiu anh hwéng trong
bénh lang dong amyloid typ AL, AA, ALECT2
va AFib.® Tén thwong chinh trén than do lang
dong amyloid dwgc ghi nhan la protein niéu &
cac mirc d6 khac nhau, tr < 1 g/24h dén hoi
chirng than hw (= 3,5 g/24h), trong khi do, dai
mau vi thé don doc rat hiém g&p.” Amyloidosis
typ AL 1a phan nhém thuwdng gap nhét cda tén
thwong than do l1&dng dong amyloid & cac quéc
gia phat trién, trong khi tai cac quéc gia dang
phat trién, cé mot ti 1& Ién amyloidosis lién quan
dén cac bénh ly truyén nhiém.8 Mét nghién ctru
cla Samar M Said va cong s trén 474 trwdng
hop amyloidosis than da dwgc chiyng minh
bang sinh thiét, c6 86% bénh nhan typ AL, 7%
typ AA, 3% typ ALECT2 va 1% typ AFib.°

Bang 1. M6t s6 typ amyloidosis thwéng gip c6 tén thwong than®

Co quan ton thwong

Typ X .
idosis | rotein tien chat Thén kinh Thn kinh ‘
amyloidosis Tim Than Gan an ! mém
ngoai vi tw dong
Globulin
AL ~ + +++ ++ + + ++
chudi nhe
AA Protein amyloid A + +++ + - + -
ATTRwt Transthyretin +++ - - - - +
Yéu t6 héa trng
ALECT2 R N - +++ + - - -
ddng bach cau 2
Apolipoprotein
ApoAl polipop + +++ - - -

Al dot bién

Tan suét xuat hién: +++: = 50%; ++: 10% - 30%; +: < 10%; —: hiém gap ho&c khéng co6

Trong b&o cdo clia chung t6i, tn thwong
than dwoc ghi nhan trong ca 3 trwdng hop,
trong do, 1 trwong hop di kém tdn thwong tai

tim, mét trwéng hop cé tén thuwong tly xwong
va triedng hop con lai chi ghi nhan tdn thwong
don doc tai than (Bang 2).
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Bang 2. Dic diém ba ca bénh bao cao tai thei diém phat hién bénh

Cabénh sé6 1

Ca bénh s6 2 Cabénhsé 3

Gigi Nam Nam NG
Tubi (Iac phat hién) 68 49 55
Creatinin (umol/L) 88 99 78
Hemoglobin (g/L) 137 148 135
(Przitzlir?l:llifénug;?,qgr;ih) Co (19.7) Co (14.4) Co (8.86)
Free Kappa/Lambda 11,8/31,8 38,7/67,3 — 795/630 690/3800
Sinh thiét than Amyloid AL Amyloid AL Amyloid AL
Tén thwong ngoai than Tim Khéng co Tay xwong
Phéac d6 diéu tri da ap dung Khéng CyBorD — VRD VRD
Tinh trang hién tai T vong Loc mau chu ky Loc mau chu ky

Tét ca céac trwong hop déu dwoc dinh typ
la amyloidosis AL véi lang dong chudi nhe
Lambda dac trwng trén tiéu ban sinh thiét than.
Theo y van, amyloidosis typ AL xay ra do s
l&ng dong protein chudi nhe béat thuwéng, trong
dé c6 80% lién quan dén chudi Lambda (A) va
hau hét cé lién quan dén biéu hién & nhiéu co
quan trong co thé; d&c biét, tim va than Ia hai
tang c6 tén thwong dwoc ghi nhan nhiéu nhat
(Ian lwot chiém 82% va 68% trwdng hop) (vi
du nhw ca lam sang s6 1)."° L&ng dong amyloid
cling c6 thé di kém v&i cac rdi loan chirc ndng
twong bao khac nhw da u tdy xwong hodc bénh
ly tdng gamma globulin don dong chuwa xac
dinh triéu ching (ca lam sang sb 3). Mé&c du la
tén thuwong thwérng gap, tuy nhién rét it khi than
la co quan duy nhéat bi tén thwong (nhw trong
trwdng hop ca bénh sé 2)." Tinh dén thoi diém
hién tai, chung t6i chi tim dwgc 2 bao céo ca
lam sang khac ghi nhan tén thwong lang dong
amyloid don dbc tai than, viéc danh gia chinh
xac veé ti 1é dich t& cla tinh trang nay hién chua
c6 thdng ké hé thdng day du.'213

Mé&c du I&ng dong amyloid c6 thé xuét hién
béat ki dau trong mé than, nhung cac phat hién
nhiéu nhét 1a & ciu than va cac mach mau
nhd, protein niéu thwdng I&n hon 0,5 g/24h v&i
albumin chiém wu thé, ngoai ra, amyloidosis
typ AL thwong khéng gay anh huéng nhiéu
dén chlrc nang than.™ Trong ca ba trwéng hop
trong nghién clru cGa chang t6i, tai thoi diém
khé&i phat, chirc nang than cdia bénh nhan cling
déu trong gi¢i han binh thuwdng, méc du 1am
sang co6 hdi chirng than hw va&i protein niéu 24
gi® rat cao (Bang 2). Khong c6 dau hiéu chi
diém vé huyét hoc dang ghi nhan khi ca ba
trwdng hop déu khoéng cé tinh trang thiéu mau
va bt thuwdng khac trong xét nghiém téng phan
tich té bao mau ngoai vi, méc du két qua huyét
tdy dd ghi nhan tang plasmo cé y nghia & mot
trudng hop (ca lam sang thir 3).. Diéu nay cho
thay viéc tiép can mot bénh nhan Ion tudi (> 45
tudi) mai khéi phat HCTH can tuan tha mot quy
trinh sang loc nghiém ngat dé loai trtr bénh ly
thir phat (trong d6 cé amyloidosis) trwéc khi két
luan la bénh ciu than nguyén phat." Trwdng
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hop 1am sang sé 2 trong bao cao cla ching
t6i la mot vi du dién hinh cho viéc can sang loc
ky lwéng nay. O giai doan sé&m, sy lang dong
amyloid tai gian mach c6 thé rét kin dao, khéng
gay téng sinh té bao va dé bj bé qua néu cac
bac si gidi phau bénh khaéng thwc hién cac ky
thuat nhudém dac biét. Ty 1é bd so6t amyloidosis
trén sinh thiét than co thé 1&n ti 5 - 13% néu
khéng thwe hién nhuém dé Cong-gé thwong
quy, dac biét khi lwong chét 1ang dong con it.'
Chéan doan muodn amyloid c6 thé dan dén rdi
loan chc nang co’ quan khéng thé dao nguwoc
va dan dén két cuc bét loi cho nguwdi bénh,
tham chi t&r vong (ca lam sang sb 1).

Sinh thiét than van la tiéu chuan vang
dé chan doan tén thwong than do lang dong
amyloid, d&c biét khi can chan doan phan biét
v&i cac tbn thwong khac. Ngoai nhu mé than,
chan doan amyloidosis cé thé dwoc xac nhan
thédng qua sinh thiét I&p m& sau dwéi da, sinh
thiét tiy xwong hodc co quan nghi ngd lang
dong. Nhuém mién dich huynh quang giup
danh gia loai protein I&ng dong (Hinh 2F, 3F)
trong khi d6 nhuém véi hematoxylin - eosin
(HE) cling nhw Acid-Schiff (PAS) thwong quy
c6 thé phat hién sy lang dong cla cac chat vo
dinh hinh bén ngoai té bao (Hinh 2A, 2B, 3A,
3B). Ngoai ra, nhuém dé Céng-gd co thé coi la
tiéu chuan quan trong nhat dé xac dinh cé lang
dong amyloid v&i sy xuét hién cta luwdng chiét
mau xanh tao dwdi kinh hién vi phan cwc (Hinh
2E) cung v&i sw bat mau cam dat (d6 gach)
clia chat vo dinh hinh (Hinh 2D, 3E). M6t diéu
can lwu y 1a két quad mién dich huynh quang
lan 2 trong ca bénh s 2 dwong tinh véi toan
bd cac thanh phan: IgA, IgM, 1gG, C1q, C3d,
va Lambda. Hinh anh nay, thwong dwoc goi la
“Full-house pattern”, la d4u hiéu kinh dién cta
viém than Lupus (Lupus Nephritis). Tuy nhién,
bénh nhan nay hoan toan khéng cé biéu hién
lam sang hay huyét thanh hoc ciia Lupus (ANA
am tinh, anti-dsDNA am tinh). Bay la minh

chirng cho hién twong “bat gitr khong déc hiéu”
(non-specific trapping) cta amyloid, c6 thé gay
nhadm Ian khi chan doan."” Diéu nay cé thé

duoc giai thich theo cAu tric “bot bién” cia cac
dam lang dong amyloid vé dinh hinh, dan dén
kh& nang hap phu thu dong cac protein huyét
twong."® Ngoai ra, trong bénh canh hdi chirng
than hw véi protein niéu 6 at, cac protein huyét
twong c6 ndéng dd cao va trong lwong phan tir
I&n nhw IgG, IgM, Albumin, va cac thanh phan
bd thé (C3, C1q) di qua mang loc cau than bi
ton thwong va dé dang bi mac ket mot cach thu
dbéng vao trong mang lwéi sgi amyloid tai gian
mach va mang day."”® Xét nghiém Kappa va
Lambda tw do trong mau ciing c6 thé phat hién
va dinh lvong béat thwong vé chudi nhe trong
huyét thanh. D6 nhay va d6 dac hiéu cia xét
nghiém trén déi v&i amyloidosis typ AL Ién dén
98%." O ba ca lam sang cla chung toi, ¢ 2/3
trwdng hop cé tdng Lambda tw do huyét thanh
mac du ti |é Kappa/Lambda tw do trong gi®i han
binh thudng.

Vé diéu tri, ldng dong amyloidosis la bénh
ly hé thdng, do do viéc diéu tri don I1& b&i bac
sT than hoc Ia khéng dd. M6 hinh phéi hop da
chuyén khoa can sy phéi hop chat ché gitva
huyét hoc (didu tri nguyén nhan), than hoc
(quan ly dich, loc mau), tim mach (quan ly suy
tim, réi loan nhip) va giai phdu bénh. Sy thét
bai trong ca bénh sb 1 (t& vong s&m do suy
tim) cho thdy sw can thiét cia viéc kich hoat
phdi hop da chuyén khoa ngay khi c6 nghi ng®
chan doan dé tdi wu hoa tinh trang tim mach
trwdc khi cac bién chiing tré nén khong thé
ddo nguoc. Khuyén cdo |am sang hién nay
nh&n manh vai trd tién quyét cda viéc dinh typ
amyloid trwdc khi khéi dong bat ky phac db diéu
tri ndo. Chan doan phan biét gitra amyloidosis
chudi nhe (AL) va amyloidosis transthyretin
(ATTR) giup bénh nhan tranh dwgc nhirng can
thiép y té sai lam va tiép can kip thoi véi cac
liéu phap diéu tri dich nhw thubc e ché twong
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bao hodc chéat én dinh TTR. L&ng dong amyloid
tai than dwoc s dung phac dé twong tw nhw
bénh amyloidosis toan than, véi muc tiéu loai
bd céac protein don dong bang cac tac nhan héa
tri liéu co thé giup ngdn nglra tén thwong ndi
tang."® Liéu phap diéu tri dan nhap cho bénh
nhan dwoc chan doan amyloidosis typ AL Ia sw
két hop clia daratumumab, cyclophosphamide,
bortezomib va dexamethasone (Dara-CyBorD),
dua trén thir nghiém ANDROMEDA .2° Phac d6
Dara-CyBorD cho thdy khd nang dap ng vé
mat huyét hoc tét hon trong thoi gian theo dbi
trung binh Ia 11,4 thang, déng thdi gidm nguy
co tién trién dén cac két cuc tiéu cwc trén cac co
qguan tim va than, cling nhw gidm ti Ié t& vong.
Riéng trén tén thuwong than, phac d6 Dara-
CyBorD dat dwoc dap tng than & 53% bénh
nhan sau 6 thang, chi tién trién 4,3%, trong khi
nhém dbi chirng c6 23,9% dat dwoc dap (ng
than va 11,5% tién trién than.2° Tuy nhién, trong
ca 3 trwdng hop lam sang cla ching t6i, ngudi
bénh déu khong thé duy tri toan bd phac doé
do mé&c phai cac bién chirng nguy hiém (sbc
nhi&m tring, nhiém khuan huyét) hoac t& vong
ngay khi chuwa duwoc ap dung phac dbd do tién
trién nang cla co quan lang dong amyloid.
Hai trwong hop khong tlr vong hién déu can
dén diéu tri thay thé than bang loc mau chu ky
(mét trwdng hop ap dung phac dd CyBorD va
VRD, mét trwdng hop chi st dung VRD). Bap
rng diéu tri phu thudc vao protein niéu 24 gi¢
va creatinine huyét thanh. Protein niéu 24 gi¢
tang trén 50% sau diéu tri dwoc coi 1a mét chi
s6 tién lwong kém. Lang dong amyloid tai ciu
than ciing la mot tién lwong tdi, lién quan dén
nguy co tién trién thanh bénh than giai doan
cudi cao hon va ty lé t& vong cao hon; nhitng
bénh nhan nay c6 thé can diéu tri thay thé than
hoac ghép than." Mac du, loc mau la giai phap
duy tri sw séng, nhung tién lwong sdng con cla
bénh nhan amyloidosis trén lpc mau thwong
kém hon so v&i cac nguyén nhan khéc, vi du
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nhw do tén thwong tim mach ddng mac. Tuy
nhién, cac nghién clru gan day chi ra rang néu
dat dwoc dap tng huyét hoc tét thong qua hda
tri liéu hiéu qua, bénh nhan loc mau van cé thé
kéo dai thoi gian séng dang ké.2!

IV. KET LUAN

Tén thwong than do l&dng dong amyloid la
mot bénh ly hiém gdp nhwng can duoc sang
loc, d&c biét & bénh nhan I&n tudi xuét hién
hoi chirng than hw. Sinh thiét than véi ky thuat
nhuém D& Céng gb va héa md mién dich la
tiéu chuan vang trong chan doan xac dinh tén
thwong than do l&dng déng amyloid, déng thoi
gitp tién lwong tién trién cta bénh. Tuy nhién,
rao can I&n nhat hién nay tai cac nwéc dang
phét trién 1a sw thiéu hut cac ky thuat dinh type
chuyén sau va kinh hién vi dién t&, dan dén
nguy co chan doan sai. Néu quéa trinh chan
doan, phat hién va diéu trj tdn thwong than do
l&ng dong amyloid dwoc thwe hién mudn, bénh
nhan sé& déi mét véi nguy co t&r vong tdng cao
hodc suy giam chic nang than nghiém trong,
dan dén tinh trang mét chirc néng than khéng
thé héi phuc. Diéu nay gay ra tac dong bét loi
dang ké dbi voi strc khde téng thé va lam gidm
dang ké chét lvong cudc sdng clia ngudi bénh.

LO1 CAM ON

Xin cdm on Trung tam Than tiét niéu va Loc
mau va Trung tam Giai phau bénh - Bénh vién
Bach Mai da giup d& chung t6i trong qua trinh
thu thap sé liéu va tién hanh nghién ctu.
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Summary

RENAL AMYLOIDOSIS:
CASE SERIES REPORT AND LITERATURE REVIEW

Amyloidosis is a group of rare, severe disorders characterized by the deposition of amyloid protein
in tissues such as the kidney, brain, and heart. We reported three cases of amyloid nephropathy
diagnosed and treated at Bach Mai Hospital between January 2024 and March 2025. Diagnosis
was established through renal biopsy, demonstrating amyloid deposition with characteristic Congo
red birefringence. The poor renal response in all three cases suggests that amyloid nephropathy
remains a diagnostic and therapeutic challenge. This report emphasizes the importance of screening
for amyloid as a secondary cause of nephrotic syndrome in the elderly, and the importance of renal
biopsy in the diagnosis and treatment of nephrotic syndrome in this patient group.

Keywords: Amyloidosis, nephrotic syndrome, cases report.
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