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Ton thwong mit tuy trong bénh lién quan dén IgG4: Hai
treong hop 1am sang

Pancreatitis and cholangitis in IgG4-related disease: Two cases report

Nguyén Anh Tun, Thai Dodn Ky, Nguyén Vin Thai, Bénh vién Trung wong Qudn ddi 108
Nguyén Vin Manh, Nguyén Tién Thinh, Nguyén Lam Tung,
Tran Van Hai, Lé Thi Trang, Mai Thanh Binh

Tom tat

Bénh lién quan dén IgG4 (IgG4-RD - Immunoglobulin G4- related disease) la mét tinh trang viém xo
do mién dich trung gian té bao, tén thuong c6 thé xuat hién & hau hét cic co quan. Hai trudng hgp tai
Bénh vién Trung uong Quan déi 108 vao vién véi tinh trang viém tuy, tdc mat dugc chan doan bénh lién
quan IgG4 théng qua chan doan hinh anh, xét nghiém IgG4 huyét thanh va giai phau bénh. Bénh nhan
thu nhat: Nam gidi, 58 tudi, tién st phau thuat cat u tdi mat va dan luu nang gia tuy, nhap vién vi tac
mat, viém tuy tai phat nhiéu lan. CT/MRI cé hinh anh tuy to hinh “xuc xich”, IgG4 huyét thanh tiang cao,
gidi phau bénh dién hinh véi bénh lién quan IgG4. Bénh nhan cai thién rd cac triéu ching sau khi diéu tri
corticoid. Bénh nhan thu hai: Nam gidi, 77 tudi, tién st viém tuy nhiéu lan, vao vién vdi tinh trang tac
mat, viém tuy lan th 3 trong 2 thang. CT bung c6 hinh anh tuy to hinh “xtc xich”, viém day thanh
dudng mat, xét nghiém IgG4 huyét thanh tang cao. Bénh nhan dugc chdn doéan IgG4-RD va cai thién
hoan toan tinh trang tdc mat sau khi diéu tri corticoid. IgG4-RD thudng gap & nam gidi, tudi tir 60-70
tudi, c6 bénh canh da dang, thudng chan doan nham vai nhiing bénh ly thudng gap. Nhing trudng hop
bénh nhan c6 triéu chiing nghi ngd can lam thém cac xét nghiém sau hon dé chan doan dung bénh.

Tirkhod: Bénh lién quan dén 1gG4, viém tuy tu mién, viém xag dudng mat lién quan IgG4.

Summary

Immunoglobulin G4-related disease is an immune-mediated fibroinflammatory condition that
can affect multiple organs. We report two cases of IgG4-RD diagnosed by imaging, serum IgG4 and
histopathology. The first case was a 58-years-old male with a medical history of cholecystectomy and
pancreatic pseudocyst drainage surgery who presented with symptoms of biliary obstruction and
recurrent pancreatitis. CT/MRI showed diffuse sausage-like swelling of the pancreas. The result of
histopathology and serum IgG4 were typical of IgG4-RD and the patient rapidly responded to
treatment of corticosteroid. The second case was a 77-years-old male with a medical history of
idiopathic pancreatitis who presented with symptoms of biliary obstruction and acute recurrent
pancreatitis. An abdominal CT scan showed diffuse sausage-like swelling of the pancreas, sclerosing
cholangitis with thickening and enhancement of the common bile duct wall. Serum IgG4 level was
highly elevated. The patient was diagnosed with IgG-RD and responded well to corticosteroid therapy.
IgG4-RD is generally seen in males in their sixth to seventh decade of life and can involve one or
multiple organs. It should be considered in patients presenting with suspect symptoms.

Ngay nhdn bai: 12/7/2023, ngay chdp nhin dang: 12/8/2023
Nguoi phan hoi: Nguyén Anh Tudn, Email: bs.anhtuanl807@gmail.com - Bénh vién Trung wong Qudn dgi 108
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1.Pat van dé

Bénh lién quan dén IgG4 la mét tinh trang viém
X0 V@i cac dac trung la gid u hoac tang to lan to3, giai
phau bénh c6 hinh anh tham nhiém lympho-tuong
bao, giau tuong bao (+) IgG4, xo hoa dang xoay l6¢
(storiform) va da s6 trudng hop c6 tang IgG4 huyét
thanh. Nam 2011, nhiing bao cao dau tién cho thay c6
su lién hé gilra viém tuy tu mién (autoimmune
pancreatitis - AIP) va tang IgG4 huyét thanh [1]. Nam
2003, IgG4-RD dugc xem la bénh hé théng khi cac bao
cdo cho thdy viém tuy tu mién c6 cac ton thuong
ngoai tuy. Tuy nhién, trong khodng thai gian nay,
danh phap bénh van chua dugc thong nhat. Dén nam
2011, cac nha nghién ciru Nhat Ban dé xuat tén goi la
“bénh lién quan dén IgG4” (IgG4- RD) va dugc chap
nhan rong rai [2]. IgG4-RD la bénh ly c6 thé xuat hién
& hau hét cac bd phan cla co thé, tuy nhién déu co
chung dac trung gidi phau bénh. Ngoai tiéu chuan
chan doan bénh 1gG4-RD, con 6 céc tiéu chuan chan
doan tiing thé bénh ctia IgG4-RD nhu AIP type 1, viém
xd dudng mat lién quan dén IgG4 (IgG4- SC).

Co ché bénh sinh cla IgG4-RD con chua rd rang,
tuy nhién bénh c6 lién quan dén ca ché mién dich di
iing. Cac bao cdo cho thdy co6 su tang cac cytokine
cla Lympho T hé trg va cac cytokine diéu hoa khac
trong cac tang bi anh hudng cdia bénh nhan IgG4-
RD. Su gia tang cla cac cytokine nay c6 thé co vai
trd trong viéc thac day tién trién xo hoa trong tang
tén thuong [3].

Bénh canh lam sang cia IgG4-RD rat da dang do
la bénh hé théng, c6 thé xuat hién tén thuong & hau
hét cac co quan. Chan doén thudng dé nham lan vai
cac mat bénh thudng gap nhu viém tuy cap, u tuy,
tac mat do u dudng mat, u tdi mat. Vi vay, chdng toi
mudn bao cao hai trudng hop 1gG4-RD & Bénh vién
Trung uang Quan do6i 108 nham nhan manh su can
thié€t clla chan doan hinh anh, IgG4 huyét thanh va
gidi phau bénh dé chan doan xac dinh.
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2. Truong hop lam sang
2.1. Truong hop lam sang 1

Bénh nhan (BN) nam, 58 tudi, tién si khoé
manh, bénh biéu hién ti thang 3/2022, bénh nhan
thudng xuat hién dau bung am i viing thugng vi. Di
kham tai bénh vién tuyén dusi dugc chan doan
nang gia tuy, u co tuyén tdi mat. BN dugc phau
thuat cat tii mat va néi thong nang gia tuy-héng
trang. BN sau phau thuat d& dau bung, tuy nhién
sau phau thuat 1 thang va 3 thang BN xuat hién dau
bung vung thugng vi va dugc chan doan viém tuy
cap. Thang 7/2022, BN xuat hién dau bung tai phat,
kém theo vang da, vang mét, vao bénh vién diéu tri.
Kham thay bung chudng nhe, diém Mayo Robson &n
dau, tam giac ta tuy an tuc.

Cac xét nghiém cta bénh nhan cho thay c6 tinh
trang tadc mat va viém tuy: GOT/GPT: 79/92U/,
bilirubin toan phan/truc tiép: 286/211mcmol/l, ALP
406U/, lipase 447U/I, WBC: 13,4G/L, Neu %: 73%,
EOS %: 10,9%. Maker CA 19-9 tang: 9761U/mL, CEA
khéng tang 1,06ng/mL.

Siéu am: Hinh anh gian dudng mat trong va
ngoai gan.

CT/MRI 6 bung: Hinh anh tuy phu né lan tod, nhu
mo tuy thuan nhat, ba tuy tron déu, mat cac khe ranh,
c6 vién giam tin hiéu quanh dudi tuy & T2, ngam
thudc thi mudn. Pudng mat gian, thanh dugc mat day
déu va ngdm thudc, thuén nhon doan dau tuy.

Hinh 1. MRI 6 bung c6 hinh &nh tuy “xuc xich” véi vién
gidm tin hiéu xung quanh duéi tuy
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Hinh 2. MRI c¢6 hinh anh tuy ngam thuéc thi muén
(hinh trai) va CT hinh anh day thanh 6ng mat chua
(hinh phai)

Hinh 3. Noi soi siéu am (EUS) thanh dudng mat day
thanh tiing doan, nhu moé tuy gidm am déng nhat.
Choc hut kim nhé mé tuy qua EUS.

Cac xét nghiém ltc nay cho thady bénh nhan tac
mat la do viém day thanh dudng mat va tuy to chén
ép dudng mat, MRI ¢ hinh anh tuy hinh “ xic xich”.
Chan doan dugc dat ra la theo déi viém tuy, viém
dudng mat trong bénh lién quan dén IgG4 (IgG4-RD).
BN tiép tuc dugc lam xét nghiém dinh luogng 1gG4
huyét thanh, Idy mau giai phau bénh tdi mat ctia bénh
vién tuyén trudc nhudém IgG4. Két qua IgG4 huyét
thanh: 13389,2mg/L (binh thudng 39,2-864mg/L).

Gidi phau bénh (GPB) tui mat: Thanh tdi mat
x0 hoa kém theo tham nhiém lympho bao, tuong
bao, xo hoa dang xoay l6c “storiform”, viém pha
huy tinh mach, day dac cac té bao bat mau I1gG4
trén tiéu ban nhudém hoa moé mién dich. GPB EUS-
FNA mé tuy thdy cé tham nhap tuong bao, khong
thay té bao ac tinh.

Hmh 4 Giai phau benh tUI mat 6 h|nh anh vi thé cho
thay biéu mé pha hinh thai lanh tinh. Thanh tui mat xo
hoa dang xoay |6¢ (storiform fibrosis), xam nhap nhiéu
lympho-tuong bao, rai rdc cac bach cau ai toan, tham
nhiém té bao viém pha huy tinh mach.

Hinh 5. Hod m& mién dich (HMMD) nhuém vai maker
IgG4 cho thdy c6 nhiéu tuong bao duaong tinh trong
mot vi trudng (>10 tuong bao (+)/ 1 vi trudng).

Bénh  nhan  dugc  diéu tri  bang
methylprednisolone 40mg/ngay trong 5 ngay, sau
dé chuyén prednisolone 30 mg/ngay trong vong 1
tuan. Ldm sang va xét nghiém cai thién r6: Bénh
nhan d& vang da, hét dau bung, xét nghiém
bilirubin  TP/TT  truéc diéu tri corticoid:
382/230mcmol/L, va sau 12 ngay diéu tri corticoid,
bilirubin TP/TT: 68/33mcmol/L, Maker CA 19-9 gidm
tur 976lU/mL xuéng con 691U/mL. DGi chiéu trén cac
tiéu chuan chan doéan IgG4-RD ctia Nhat Ban nam
2020, Hiép hoi bénh tuy quoc té (ICDC 2011) va tiéu
chuan HISORt 2007, BN dugc chan doan xac dinh 1a
bénh lién quan dén IgG4, bénh nhan sau dé da ra
vién va diéu tri duy tri bang corticoid.

61



JOURNAL OF 108 - CLINICAL MEDICINE AND PHARMACY  Vol.18 - N°8/2023

DOI: https://doi.org/10.52389/ydIs.v18i8.2087

2.2. Truong hop Idm sang 2

Bénh nhan nam, 77 tudi, tién s viém tuy nhiéu
lan, vao vién vi tdc mat va viém tuy lan thi 3 trong
2 thang véi cac biéu hién lam sang dién hinh cda
viém tuy cap: Pau bung, budén nén, bi trung dai
tién. Dac biét bénh nhan c6 kém theo cac triéu
chiing clia tdc mat.

Kham thdy bung chuéng hoi, 4n viing thugng vi
va diém Mayo Robson dau.

Céac xét nghiém: GOT/GPT: 91/72U/I, bilirubin
toan phan/truc tiép: 280/156mcmol/l, GGT 969U/,
ALP 457U/, lipase 133U/l, amylase 89U/L WBC:
8,05G/L, Neu% 63,8%, EOS% 3,8%. Maker CA 19-9:
61,86lU/mL, CEA 3,56ng/ml.

CT scan 8 bung: Hinh anh day déu doan thap
6ng mat chu, tuy to déu.

Hinh 6. CT 6 bung c6 hinh anh tuy to déu,
déng ty trong, hinh “xtc xich”. Ong mét chl viéem
day thanh, ngam thuéc.

Két qua IgG4 huyét thanh: 4142,5mg/L (binh
thudng 39,2-864mg/L).

Bénh nhan sau d6 dugc chidn doan theo doi
IgG4-RD theo tiéu chuan chan doan ctia Nhat Ban
2020 va dugc diéu tri bang corticoid liéu tan cong
trong 7 ngay, bénh nhan hét dau bung va billirubin
toan phan, tryc tiép vé ngudng binh thudng. Bénh
nhan sau d6 ra vién va duy tri bang prednisolone.

3.Banluan

Bénh lién quan dén IgG4 la mét bénh hiém gap
vGi ty 1& 0,28-1,08 trén 100,000 dan (s6 liéu nam 2012
& Nhat Ban [4]), thudng xudt hién ti tudi trung nién,
trong do ty 1& nam:n{r & nhom chi c6 tén thuong &
tuyén |& va tuyén nudc bot 1a 1:1, nhém c6 céac tén
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thuong & cac tang khac chi yéu gap & nam gidi (75-
86%) [5]. Trudc khi thong nhat danh phap 1gG4-RD
vao ndm 2011, cac y van trudc day moé td nhém bénh
nay dudi nhiéu tén goi khac nhau nhu: Bénh hé thong
lién quan IgG4 (IgG4-related systemic disease), hoi
chuing 1gG4 (IgG4 syndrome), bénh xa hod lién quan
dén 1gG4 (IgG4-related systemic sclerosing disease),
xo hoa da 6 (multifocal fibrosclerosis), bénh tang IgG4
(hyper-lgG4 disease). ..

IgG4-RD la tinh trang viém xo do mién dich
trung gian té bao, dac trung |a tén thuong dang giad
u, gidi phau bénh cé thdm nhiém lympho-tuong
bao, giau tuong bao IgG4 (+), cau tric xa hoa dang
xody (storiform) va thudng kem theo ting IgG4
huyét thanh. IgG4-RD c6 thé xuat hién & hau hét cac
co quan nhu tuy, dudng mat, tuyén nudc bot, than,
mo quanh & mat, phdi, hach lympho, mang nao,
mach mau, vy, tién liét tuyén, tuyén gidp, mang
ngoai tim va da. Trong dé, thudng gap nhat la:

Viém tuy tu mién type 1 (AIP type 1- IgG4-
related pancreatitis)

Viém xo dudng mat (IgG4-related sclerosing
cholangitis (IgG4-SQ)), thudng di kém viém tuy tu
mién type 1.

Viém phi dai, viem xo tuyén nudc bot chinh;
Bénh Mikulicz (viém phu né tuyén I&, tuyén nudc bot
mang tai va dudi ham).

Bénh ly & h6c mat, thuong kém theo 16i mat.

Xo hoad khoang sau phuc mac, thuong viém
qguanh mach, viém xo quanh niéu quan dan téi gian
dai bé than [3, 6-9].

Tiéu chuan gidi phau bénh chan doan IgG4-RD
lan dau tién dugc théng nhat trong dong thuan &
Boston vao nam 2011. Tiéu chuan bao gém 3 dac
diém chinh: (i) Thdm nhiém giau lympho-tuong bao,
(ii) Xo hoa tap trung dang xody 16¢ (storiform), (iii)
viém tac tinh mach (obliterative phlebitis) va mot s6
dac diém khac nhu thdm nhiém bach cau i toan,
viém tinh mach khéng cé pha huy mach mau, giau
tuong bao duong tinh vé&i lgG4 [10].

Tiéu chudn chan doan IgG4-RD cda Nhat Ban
nam 2020 (Tiéu chudn CD) [11] bao gém cac tiéu
chuan 1am sang va giadi phau bénh: (i) To lan toa
hodc dang gid U & mot hoac nhiéu tang, (ii) 1gG4
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huyét thanh > 135mg/dL, (iii) 3 tiéu chuan gidi phau
bénh: Tham nhiém lympho-tuong bao va xo hoa, >
10 tuong bao duong tinh véi IgG4 trong 1 vi trudng
va ty |é tuong bao duong tinh véi IgG4/tuong bao
duaong tinh véi IgG > 40%. Chan doéan xac dinh khi
c6 du ca 3 tiéu chuan, nghi ngd trong trudng hop
chi c6 tiéu chuan (i) + (i) hoac (i) + (iii).

Ngoai tiéu chuan cho IgG4-RD, cac tén thuong
cd quan dich don doc cling c6 cac tiéu chuan riéng.
Vi du tiéu chuan cho AIP type 1, xa hoa dudng mat
lién quan dén 1gG4 (IgG4-SQ).

Viém tuy tu mién la bénh ly thudng gap tai cac
khoa tiéu hoa. Viém tuy tu mién type 1 nam trong
bénh canh cta IgG4-RD. Viém tuy tu mién type 2
(AIP type 2) hiém gdp hon, khéng lién quan dén
IgG4-RD, con dugc biét téi tén goi viém tuy éng
trung tam nguyén phat (idiopathic duct-centric
chronic pancreatitis IDCP) hodc viém tuy tham
nhiém bach cau hat vao biéu mé, AIP type 2 thudng
di kém véi bénh viém rudt viém (IBD).

AIP type 1 dién hinh thudng xuat hién kém theo
tdc mat, dau tic am i vung thugng vi, ¢6 tén thuong
ngoai tuy. Tuy nhién cé t&i 1/3 bénh nhan khoéng cé
triéu ching va chi vo tinh phat hién thay khoi u &

tuy hodc thdy tuy to, hep 6ng tuy khi di kham stic
khoé. Bénh thudng & nam gidi, tudi tir 60-70 tudi.

Trén hinh anh CT/ MRI: Tuy thudng pht né lan
tod hodc c6 dang gia khéi u, b tuy rd, bang phéng,
mat cac ranh tuy, nhu moé tuy ngdm thuéc muén, cé
thé c6 hodc khéng co vién ngdm thudc xung quanh
tuy; 6ng tuy chinh, 6ng tuy phu hep tiing doan dai
khong dong déu nhau; thanh dudng mat day dong
déu, ngam thuéc.

Trén ndi soi siéu dm: Nhu mé tuy gidam am déng
déu, hep 6ng tuy thanh ting doan, day dong déu
thanh dudng mat. Nén tién hanh sinh thiét dudi
hudng dan cta siéu &m nham chan doan bénh va
chan doan phan biét véi ung thu tuy.

Xét nghiém mau: IgG4 huyét thanh > 2 lan gidi
han cao (> 280mg/dL) c6 gia tri cao ggi y t&i AIP. Co
khodng 10% bénh nhan ung thu tuy cé tang lgG4,
tuy nhién chi 1% > 280mg/dL.

Chan doan AIP c6 thé duya trén 3 thang diém:
HIRSOt (2007) [12], tiéu chudn déng thuan Nhat Ban sta
déi (JPS) (2018) [13], tiéu chudn chan doan dong thuan
quéc t& (ICDC) (2011) [14]. Tiéu chudn ICDC bao gém

Tiéu chuan Muc d6 1 Muic d6 2
Pac hiéu: Khé 0:
Nhumotuy | CPCUCC o |9
P Phu né lan tod, ngam thudc thi mudn, cé | Phé né tung phan hodac mét phan,
(Parenchymal) P . x x Noe
thé cé vién ngam thuéc ngam thudc thi mudén
Hinh anh én y
fu 9 Hep doan dai > 1/3 6ng tuy chinh hoac hep | Hep mét doan hodc mot vung, khéng
D Y nhiéu doan, khéng gian ro rang doan trén | gian rd rang doan trén chdé hep (<
(Ductal x
N cho hep 5mm)
imaging)
IgG4 huyét
S thanh IgG4 > 2 lan gidi han cao IgG4 > 1-2 1an giGi han cao
(Serology)
a hoacb ahoacb
GPB clia cac tang ngoai tu .
. ] g A,g ) i . GPB cuUa cac tang ngoai tuy, bao gobm
Tang khac Cé 3 trong sO cac dac diém sau:| , . ,
g, ca sinh thiét nhua vater.
OOl (Otherorgan | 1. Tham nhiém lympho-tuong bao kém e
. i ) Lo » C6 ca 2 dac diém sau:
involvement) | theo xa hod, khong c6 tham nhiém bach A B .
AU hat Tham nhiém lympho-tuong bao,
- , khong c6 tham nhiém bach c4u hat
2. Xo hod hinh xody 16c¢ (storiform) 9 I i 4N
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Tiéu chuan

Muic dé 1

Muic d6 2

3. Viém phd huy tinh mach
4.C6 > 10 té bao IgG4(+) trong 1 vi trudng.

b. C6 it nhat 1 bang chiing dién hinh trén
chan doan hinh anh

Hep mot doan & doan gan hoadc ca doan
gan va doan xa clia 6ng mat chu.

Xo hoa sau phuc mac.

C6 > 10 t€ bao IgG4(+) trong 1 vi trudng.
Co it nhat 1 bang ching lam sang
hodc chan doan hinh anh

Phu né tuyén nuédc bot, tuyén 1é doi
xung 2 bén

C6 bang ching trén hinh anh hoc cé
tén thuong than lién quan dén viém
tuy tu mién.

GPB tuy
H (Histology of
the pancreas)

Viém xo tuy tham nhiém tuong bao (LPSP:
lymphoplasmacytic sclerosing pancreatitis)

Viém xo tuy tham nhiém tuong bao
(LPSP: lymphoplasmacytic sclerosing
pancreatitis)

Cé it nhat 3 trong s8 cac dac diém

1. Tham nhiém lympho-tuong bao kém
theo xo hod, khong c6 tham nhiém bach
cau hat xung quanh 6ng tuy

2. Xo hoa hinh xody 16c¢ (storiform)

3. Viém phd huy tinh mach

4.C6 > 10 té bao IgG4(+) trong 1 vi trudng

Cé it nhat 2 trong s6 cac dac diém

1. Tham nhiém lympho-tuong bao
kém theo xo hog, khéng c6 tham
nhiém bach cau hat xung quanh 6ng
tuy

2. Xa hoa hinh xoay 16c¢ (storiform)

3. Viém phd huy tinh mach

4.C6 > 10 té bao IgG4(+) trong 1 vi
trudng

Pap ung vdi Steroid
(Respon to steroid)

C6 dap ung nhanh (< 2 tuan) hoan toan hodc dang ké & tuy hodc tang ngoai tuy, thé

hién trén chan doan hinh anh.

Chan doan AIP type 1 khi [14]:

Chéan doan Can ct ban dau Bang chiing hinh anh Bang chiing bé sung
GPB Dién hinh/ Khéng ré Giai phau bénh LPSP mdic d6 1
Cac tiéu chudn khac tri tiéu
Pién hinh chudn D, muc dé 1 hodc muic
Hinh anh lo[o )
Chén doén xac dinh . y C6 trén 2 tiéu chudn muc do 1
Khong ré . a 2 o aa
AIP type 1 (hoac + tiéu chuan D muc d6 2)
Tiéu chudn muc dé 1 S/00I +
. . L . . ddap ung steroid
Dap ung véi corticoid Khéng ro Hodc mic dé? D + muc d6 2
S/O0I/H + dap ung Steroid
C6 thé AIP type 1 Khong ro Mtc do 2 S/O0I/H + dap ing
steroid

Khi chudn doan phan biét viém tuy tu mién can
chud y chdn doan phan biét ung thu tuy, do phan 16n
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bénh nhan vao vién véi dang gid u. Chan doan phan
biét chi yéu dua trén chin doan hinh anh CT/MRI/EUS,
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xét nghiém mau nhu IgG4, marker CEA, va sinh thiét
kim nho dudi huéng dan siéu am EUS-FNA.

Diéu tri: Cac thudc diéu tri chinh la corticoid va
cac thuéc tc ché mién dich khac.

Muc tiéu diéu tri la lam gidm viém, giam tai phat
bénh, han ché suy gidm chuiic nang tang dong thoi
han ché t6i da tdc dung phu cla corticoid va cac
thudc Uc ché mién dich.

Chi dinh diéu tri khi:

a. Cé it nhat moét trong céc triéu ching:

Cac triéu ching clia tuy bao gobm tac mat, dau
bung, dau lung.

Triéu chiing cta tang khac (vi du: Tac mat do
viém xd dudng mat IgG4-SQ).

b. Khéng cé triéu ching nhung bénh nhan c6 it
nhat mot dac diém

U & tuy kéo dai > 3 tuan.

Men gan tang > 3 tuan do viém xg dudng mat
do IgG4.

Tén thuong cac tang khac trong bénh canh
tang 1gG4 c6 nguy co tién trién nang.

Giam chuc nang tuy ngoai tiét va ndi tiét do AIP.

Thuéc dugc uu tién lua chon la corticoid [15].
Liéu tdn cong prednisone 0,6mg/kg/ngay trong 4
dén 6 tuan. Néu bénh nhan dap Ung thi giam liéu
dan 5-10mg/ngay trong 1-2 tuan cho dén khi dat
liéu hang ngay la 20mg. Sau d6 tiép tuc giam liéu va
ngung corticoid sau 12 tuan. Boi véi nhiing trudng
hop khéng dap Ung vdi corticoid hodc khong thé
giam dugc liéu, c6 thé thay thé bang cac thudc uc
ché mién dich khac nhu rituximab, azathioprine.
Bénh rat dé tai phat do d6 can theo doi va diéu tri
kip thoi.

Da6i véi 2 trudng hgp bénh nhan ctia ching toi.
Vé6i truong hgp 1 bénh nhan nhap vién véi tinh
trang dau bung vung thugng vi, tdc mat, siéu am cé
gian dudng mat trong va ngoai gan, xét nghiém cé
tadng men gan, billirubin, lipase. Chan doan ban dau
dugc dat ra la tdc mat, theo doi viém tuy cap tai
phat, tuy nhién bénh nhan tai phat viém tuy nhiéu
lan trong thai gian ngén, chua ré nguyén nhan gay
viém tuy va tadc mat. Chung to6i da chi dinh chup
phim CT/MRI 6 bung c6 tiém thudc can quang va

déi quang tu. Hinh anh CT/MRI cho thdy tuy phu né
dang “xdc xich”, kém theo c6 viém day dong déu
thanh dudng mat.

Chung t6i dat ra chdn doan viém tuy tu mién,
viém duong mat theo doéi trong bénh canh IgG4-RD.
Chdng téi tim thém cac bang ching khac bang xét
nghiém 1gG4 huyét thanh va gidi phau bénh. Bénh
nhan tiép tuc dugc chi dinh néi soi siéu am, choc hat
kim nho vao mé tuy, dong thai lién hé véi bénh vién
tuyén trudc héi chan tiéu ban gidi phau bénh sau
mé cét tui mat. Két qua 1gG4 huyét thanh tang rat
cao: 133892mg/L (tiéu chuan ICDC IgG4 >
280mg/dL). Sinh thiét moé tuy thdy mo tuy lanh tinh,
tham nhiém nhiéu lympho-tuong bao, tuy nhién
lugng mo tuy ldy dugc khong dd nhiéu. Giadi phau
bénh tui mat cho thay tdi mat viém xg, tham nhiém
nhiéu tuong bao duong tinh véi IgG4.

Bénh nhan sau dé dugc diéu tri véi corticoid,
bénh dap Ung rat nhanh, sau 2 tuan bénh nhan hét
hoan toan dau bung, hét tac mat. Déi chiéu trén cac
tiéu chudn HISORt, ICDC va tiéu chudn CD bénh
nhan dugc chan doan xac dinh 1a viém tuy tu mién
type 1, IgG4-SC, nam trong bénh ly IgG4-RD. Bénh
nhan sau dé dugc ra vién diéu tri duy tri bang
predsolone.

Da6i véi trudng hop bénh nhan thi 2, bénh nhan
nam 77 tudi, tién st khdng ré cac yéu té nguy co cla
viém tuy, tuy nhién bénh nhan tai phat viém tuy
nhiéu lan, lan nay vao vién véi tinh trang tic mat,
viém tuy. CT ¢6 hinh anh tuy to lan tod, kem theo
cac yéu t6 nhu tudi trén 70, giGi nam, viém tuy
khéng ré can nguyén, ching téi dinh hudng tdi
viém tuy tu mién va da lam thém xét nghiém IgG4
huyét thanh (két qua 1gG4 4142,5mg/L), déi chiéu
trén tiéu chudn ICDC va tiéu chudn CD bénh nhan
dugc chan doan 1gG4-RD, BN dugc diéu tri véi
corticoid va dap ung rat nhanh. Bénh nhan sau do ra
vién diéu tri duy tri prenisolone.

4. Két luan

Mat bénh viém tuy la mét bénh ly thudng gap,
tuy nhién ngoai cac nguyén nhan thong thudng
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khac, viém tuy do bénh ly mién dich thudng it dugc
nhac téi. Thong qua bai viét ca lam sang nay, ching
té6i mudn nhan manh rang nhing bénh nhan viém
tuy cdp tai phat nhiéu lan khong ré can nguyén,
viém tuy co6 di kém véi tac mat, CT/MRI ¢é hinh anh
khoi & tuy hodc hinh anh tuy to lan tod hinh “xtc
xich” nén nghi t&i chan doan viém tuy tu mién trong
bénh canh IgG4-RD va lam thém cac xét nghiém sau
hon nhu IgG4 huyét thanh, néi soi siéu am sinh thiét
tuy, hoac phau thuat cat khoi u lam giai phau bénh.
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