GIGI THIEU BENH NHAN

BENH U LYMPHO T DANG VIEM MO M3 DUSI DA

BSNT. Lé Thi Thanh Hang', ThS.BS. Tran Thi Van Anh?

GIGI THIEU

Subcutaneous panniculitis like T-cell Lymphoma (SPTCL) - U lympho T dang viém mé m& dudi da
la bénh ly u lympho T nguyén phat tai da c6 bi€u hién lam sang giéng viém mé mé dudi da, dac trung
b&i nhiéu n6t hodc cdc mang tham nhiém dudi da, thudng xuat hién & cac chi va thudng tién lugng xau
néu c6 kém theo hoi chiing thuc bao mau. Nam 2008, WHO chinh thiic phan loai bénh ra lam hai thé
Idm sang: u lympho T dang viém m6 m& dudi da nhom alpha/beta va nhém gamma/delta [1].

1.CA LAM SANG

Bénh nhan nir, 39 tudi. Bénh dién bién trudc
vao vién 3 thang. Ban dau bénh nhan xuat hién
sOt cao, 39 - 40 do C kem theo cac khéi sung do
dudi da vung bép tay, tén thuong lan dan ra hai
tay, bung, nguc that lung hai bén, sut 8 kg trong
gan 2 thang, khéng ra mé hoi tréom vé dém.

]

Hinh 1. Tén thuong nodule sung, néng, dé, dau
kich thuéc 8 x 9 cm 6 bung
(Nguén: BSNT Lé Thi Thanh Héng)

1: Bénh vién Da liéu Trung uong
2: Trudng Dai hoc Y Ha Néi
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T6n thuong da gém nhiéu nodule dudi da
sung, nong, do, dau & hai bén canh tay, bung, that
lung kich thudc da dang, 8 x 9 cm, mét sé 2 x 3 cm,
s& tham nhiém cuing, di dong, gidi han ré (Hinh 1 -
4). Bénh nhan khéng rung téc, khéng loét miéng va
khéng c6 tén thuong niém mac. Nhiéu hach néach,
ben hai bén, s& chac, di déng. Gan, lach khéng s&
thay. Can nang: 48 kg. Chiéu cao 155 cm. BMI 20.

Hinh 2. Tén thuong nodule rdi rdc & lung,
kich thuéc da dang
(Nguén: BSNT Lé Thi Thanh Héng)
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Hinh 3. Tén thuong nodule & phdn gan cdnh tay trdi
(Nguén: BSNT Lé Thi Thanh Héng)

1.1. Xét nghiém can lam sang

- Cong thic mau: Héng cau 3,99 T/L,
hemoglobin 114 g/L, bach cau 3,47 G/L, NEU 2,41
G/L, ti€u cau 164 G/L.

- Huyét d6: Khong cé té bao Sézary.

- Huyét tay dé: Hién khéng nghi dén bénh
mau ac tinh.

- Sinh héa mau: Glucose 6,9, ure 2,8 mmol/L,
cretinin 57 umol/L, cholesterol 3,4, triglycerid
2,56, protein TP 69,8, albumin 35,1, AST 69,7 U/L,
ALT 18,2 U/L, CK 151, CRP-hs 99 mg/L.

- Téng phan tich nuéc tiéu: Hong cau +/- 5,
bach cau 25 +, protein + 30, urobilinogen ++ 4,
thé ceton + 10.

- ANA 23 profile: Ro 52 +, RP155: Nghi ngg,
cac khang thé khac am tinh.

- ANA hep-2: 1/100: Am tinh.

GIGI THIEU BENH NHAN

Hinh 4. Tén thuong nodule & phdn gdn cdnh tay phai
(Nguén: BSNT Lé Thi Thanh Héng)

- Anti Scl-70, Anti Jo-1: Am tinh.

- Siéu am hach: Hinh anh hach nach, hach ben
hai bén c6 nhiéu hach to nhé khéng déu, ranh giéi
rd, bd déu, chua thay pha vé cau trac hach, kich
thuéc 16n nhat 1a 18,2 x 7,5 mm. Hach ¢6 hai bén
chua thay bat thuang.

- Siéu am 6 bung, Xquang nguc thdng: Chua
phat hién bat thuang.

- Két qua mé bénh hoc tén thuong & canh tay:
Vung ha bi xam nhap viém day dac bach cau don
nhan, |6t & vién té€ bao ma, cac té bao nay c6 nhan
bat mau kiém tinh, tang kich thudc, to nhé khong
déu, nhan quai, nhan chia, c6 tuong bao. Cé xuat
huyét (Hinh 5 - 7).

- Nhuém héa mé mién dich: CD3 (+), CD8 (+),
CD43 (+),CDA45 (+), CD79a (+/-), Ki67 (+), CD4 (+/-),
CD20 (-), CD56 (-).
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Hinh 5, 6, 7. Xdm nhdp viém day déc bach cdu don nhén, 16t & vién té bao mé, cdc té bao nay c6 nhén
bdt mau kiém tinh, tang kich thudc, to nhé khéng déu, nhdn qudi, nhan chia
(Nguén: BSNT Lé Thi Thanh Héng)

1.2. Diéu tri

Khi c6 két qua mé bénh hoc, bénh nhan
ban dau dugc dung medrol 16 mg/ngay trong
7 ngay, tén thuong dap (ng cham, tén thuong
con dau nhiéu, s& ciing. Sau d6 bénh nhan dugc
diéu tri medrol 48 mg/ngay, vi c6 tinh trang
men gan tang nhe, gidm bach cau, hong cau
nén chua st dung thém cac thuéc Uc ché mién
dich khac.

Sau 6 tuan diéu tri, tén thuong nodule cua
bénh nhan khéng con dau, d& sung, khéng néng,
hét do, tén thuang chuyén tham mau han, khéng
xuat hién tén thuong mai (Hinh 8 - 13). Bénh nhan
dugc chidinh phéihgp thém MTX va gidm dan liéu
corticoid (tuy nhién bénh nhan khéng mua dung
MTX). Sau 3 thang diéu tri, bénh nhan dugc phéi
hgp thém methotrexat 10 mg/tuan va tiép tuc
gidm dan liéu corticoid. Sau 4 thang, t6n thuong
cUa bénh nhan thoai trién hoan toan (Hinh 14 -
17), bénh nhan dang duy tri MTX 10 mg/tuan va

corticoid 8 mg/ngay. Sau 5 thang, bénh nhan xuat
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hién 1 t6n thuong méi & dui (Hinh 18), tiép tuc
duy tri liéu corticoid 10mg/ngay va MTX 10 mg/
tuan. Hién tai, sau 6 thang diéu tri, tén thuong
dui khéng con dau, khong sung, néng, dé, khong
xuat hién thém tén thuong méi (Hinh 19). Bénh
nhan an uéng tét, tang can trd lai, khong con biéu
hién sét.

Vé mat can 1am sang lam lai sau 6 tuan diéu
tri cho thay cac chi s6 trong gidi han binh thudng
( HC: 4,57 T/L, Hb: 136 g/L, BC: 8,37 G/L, NEU:
6,42 G/L, lympho: 1,54 G/L, TC: 238 G/L, AST/ALT:
57,3/53,5 ; ure: 8,5 mmol/L, creatinin: 60 umol/L,
glucose: 7,3 mmol/L, cholesterol: 6,2 mmol/L;
triglycerid: 5,58 mmol/L, protein TP, albumin,
bilirubin, dién giai dé trong gidi han binh thudng.
Xquang nguc thang chua phat hién bat thudng,
siéu am & bung c6 hinh anh gan nhiém mé). Sau
4 thang, HbA1c: 7,52, bénh nhan kham chuyén
khoa noi tiét dugc chi dinh diéu tri véi metformin.
Sau 6 thang, xét nghiém cong thiic mau va sinh

héa mau 6n dinh.
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7|
Hinh 8. Tén thuong nodule & bung trdi sau Hinh 9. Tén thuong nodule & lung sau 6 tudn
6 tudn (Nguén: BSNT Lé Thi Thanh Héng)
(Nguén: BSNT Lé Thi Thanh Héng)

Hinh 10. Tén thuong nodule & nira ngudi trdi Hinh 11. Tén thuong nodule phia nira ngudi
sau 6 tudn phdi sau 6 tudn
(Nguén: BSNT Lé Thi Thanh Héng) (Nguén: BSNT Lé Thi Thanh Héng)

s6 35 (Thang 4/2022) DA LIEU HOC| 89


Prinect Color Editor
Page is color controlled with Prinect Color Editor 4.0.55
Copyright 2008 Heidelberger Druckmaschinen AG
http://www.heidelberg.com

You can view actual document colors and color spaces, with the free Color Editor (Viewer), a Plug-In from the Prinect PDF Toolbox. Please request a PDF Toolbox CD from your local Heidelberg office in order to install it on your computer.

Applied Color Management Settings:
Output Intent (Press Profile): GrayCoated_hdm.icc

RGB Image:
Profile: eciRGB.icc
Rendering Intent: Perceptual
Black Point Compensation: no

RGB Graphic:
Profile: eciRGB.icc
Rendering Intent: Perceptual
Black Point Compensation: no

CMYK Image:
Profile: ISOcoated_v2_eci.icc
Rendering Intent: Perceptual
Black Point Compensation: no
Preserve Black: no

CMYK Graphic:
Profile: ISOcoated_v2_eci.icc
Rendering Intent: Perceptual
Black Point Compensation: no
Preserve Black: no

Device Independent RGB/Lab Image:
Rendering Intent: Perceptual
Black Point Compensation: no

Device Independent RGB/Lab Graphic:
Rendering Intent: Perceptual
Black Point Compensation: no

Device Independent CMYK/Gray Image:
Rendering Intent: Perceptual
Black Point Compensation: no

Device Independent CMYK/Gray Graphic:
Rendering Intent: Perceptual
Black Point Compensation: no

Turn R=G=B (Tolerance 0.5%) Graphic into Gray: yes

Turn C=M=Y,K=0 (Tolerance 0.1%) Graphic into Gray: no
CMM for overprinting CMYK graphic: no
Gray Image: Apply CMYK Profile: no
Gray Graphic: Apply CMYK Profile: no
Treat Calibrated RGB as Device RGB: no
Treat Calibrated Gray as Device Gray: yes
Remove embedded non-CMYK Profiles: no
Remove embedded CMYK Profiles: yes

Applied Miscellaneous Settings:
Colors to knockout: yes
Gray to knockout: yes
Pure black to overprint: no
Turn Overprint CMYK White to Knockout: yes
Turn Overprinting Device Gray to K: no
CMYK Overprint mode: set to OPM1 if not set
Create "All" from 4x100% CMYK: no
Delete "All" Colors: no
Convert "All" to K: no



GIGI THIEU BENH NHAN

Hinh 12. Tén thuong nodule cdnh tay trdi Hinh 13. Tén thuong nodule cdnh tay phai
sau 6 tudn sau 6 tudn
(Nguén: BSNT Lé Thi Thanh Hédng (Nguén: BSNT Lé Thi Thanh Hédng)

N
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Hinh 14 - 17. Tén thuong thodi trién thanh teo mé mé sau 4 thdng
(Nguén: BSNT Lé Thi Thanh Hdng)

.

Hinh 18. Tén thuong nodule méi xudt hién & Hinh 19. Tén thuong nodule & dui phdi
dui phdi sau 5 thdng thodi trién trong vong 1 thdng
(Nguén: BSNT Lé Thi Thanh Hédng) (Nguén: BSNT Lé Thi Thanh Hédng)
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2.BAN LUAN

Subcutaneous  panniculitis  like  T-cell
lymphoma (SPTCL) la bénh u lympho T nguyén
phat tai da hi€ém gap. Bénh c6 thé lién quan dén
cac bénh tu mién nhu: Lupus ban dé hé théng,
viém khép thiéu nién, héi chiing Sjogren, dai thao
dudng type |, véi ty 1& dong mac khoang 20% [1].

DPac diém lam sang dac trung cla bénh nhan
SPTCL la t6n thuong nodule dudi da (mét hoac
nhiéu ton thuang) khéng dau, ranh gidi khéng r,
tham nhiém cing. Vi tri thudng gap nhat & chan,
tay, than minh, it gap hon & mat. Kich thudc tén
thuong rat da dang, thay déi tir 0,5 cm dén 20 cm
(thudng nhé hon 10 cm). Tén thuang cé thé hoai
tdr, va hiém gap hon la loét (chi 6%). Cac nodule c6
thé tién trién & nhiéu giai doan khac nhau. Doéi khi
tén thuong ci c6 thé tu thoai trién dé lai vung teo
md md. Bénh nhan ciing thudng biéu hién cac dau
hiéu toan than, trong d6 hay gap nhat la héi ching
B (chiém 60%) gom: sét, ra mo héi trom vé dém,
sut can. Ngoai ra, bat thudng vé tly xuong c6 thé
gap tu 20% dén 30%, trong dé dang chd y nhat la
héi chiing thuc bao té bao mau (Hemophagocytic
Lymphohistiocystosis - HLH) (chiém 17% trong
moét nghién cdu trén 63 bénh nhan SPTCL biéu
hién alpha/beta receptor), bénh nhan HLH thudng
cb gidam bach cau, tang men gan, gan lach to, tang
ferritin va tang LDH [1]. Bénh dé bi chan doan
nham la viem mé ma hodc cac bénh da khac nén
thai gian trung binh chan doéan xac dinh bénh tu
khi xuat hién ton thuong da khoang 7 thang, dan
dén cham tré trong diéu tri.

Vé mat xét nghiém, bénh nhan hay gap nhat
la thi€éu mau, gidm bach cau, hoac cé réi loan
déng mau, tang men gan. Cac phuong phap chan
doan hinh anh (dac biét la PET scan va MRI) dugc
strdung trong chan doan giai doan cling nhu theo
déi dap uing vdi diéu tri. Tén thuong mo bénh hoc
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c6 gia tri cao trong chan doan, gitp chin doan
phan biét véi cac bénh ciing cé biéu hién lam
sang viém mo ma& khac. Biéu hién dac trung trén
mo bénh hoc cé thé gap:

- Xam nhap cac té€ bao lympho khéng dién
hinh véi dac diém hat nhan té€ bao lympho khéng
déu va tang sac véi 1 vién té bao chat nhat mau
xung quanh vao cac tiéu thuy m&, nhung khéng
6 t6n thuong & trung bi, thugng bi.

- Cac té bao lympho &c tinh vay quanh hoac
& vién cac té bao ma riéng ré va c6 thé xam nhap
vao xung quanh tuyén mé héi va/hodc nang long.

Nhudém héa mé mién dich rat quan trong dé
chan doan phan biét, nhat Ia phan biét véi Primary
cutaneous gamma-delta T cell lymphoma (PCGD
TCL). O SPTCL, biéu hién CD3 (+), CD8(+), CD4 (5,
CD56 (-), c6 su biéu hién manh cla cac protein gay
doc: granzym B, TIA-1 va perforin (tU té bao u tiét
ra) va alpha/beta TCR (+), gamma TCR (-), Ki67 tang.

Cac nghién ctu vé gen cho thay, & bénh nhan
SPTCL c6 bién ddigen khong lién quan dén Epstein
Barr Virus (EBV). M6t nghién ctu vé&i 13 bénh nhan
chau A, da xac dinh do6t bién soma ctia gen PI3K/
AKT va JAK/STAT va gen quy dinh chat diéu hoa &
bénh nhan SPTCL. Nghién cttu khac gbm 17 bénh
nhan thudc nhiéu ching toc, da chiing minh dugc
su bat thudng gen HAVCR2, méa hda protein kiém
soat mién dich TIM3, c6 lién quan dén su xuat hién
cta HLH trén bénh nhan SPTCL [2].

Bénh can dugc chan doan phan biét vai nhiéu
bénh khac cé lam sang tuong ty, nhu u lympho T
gamma/delta tai da nguyén phat, Extranodal NK/T
cell ymphoma, Primary cutaneous anaplastic large
celllymphoma (ALCL), Mycosis fungoid (MF), Blastic
plasmacytoid dendritic cell neoplasm (BPDCN),
viém mo6é mg, viétm mé md trong lupus ban dé
(Lupus Erythematosus Panniculitis - LEP) [2].
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Vé mat diéu tri, hién nay chua cé phuong
phéap diéu tri théng nhat cho SPTCL. Lua chon
diéu tri phu thudc vao thé bénh (thé alpha/beta
hay gama/delta) va céac réi loan kém theo. Cac
phuong phap cé thé dugc st dung: da hoa tri
liéu, corticoid toan than, thudc tc ché mién dich,
xa tri...

Pa héa tri liéu khong dugc khuyén cdo la
lieu phap dau tay & SPTCL ma khéng kém HLH.
Go va Wester da chi ra t6n thuang dang alpha/
beta dap Uing tot vai diéu tri vai steroids, nhung
khodng 70% céc truong hgp dat dugc dap ung
chi lui bénh trong thai gian ngan réi tai phat [3].
Corticosteroid don d6c hoac phéi hop cac thudc
Uc ché mién dich khac nhu cyclosporin hoac
methotrexat nén dugc st dung uu tién hon, ké ca
trong trudng hgp tai phat.

Mot bdo cdo clla Lépez-Lerma va cdng su
nam 2018 nghién ctu trén 16 bénh nhan mac
SPTCL tirnam 1996 dén 2016 cho thay diéu tri phd
bién nhat Ia corticoid dudng uéng don doc (7/16
truong hop chiém 43,75%) hodc phéi hgp vai
thu6c tc ché mién dich la liéu thap methotrexat
hoac cyclosporin A, c6 ty & dap ung: 85,7%. Néu
khéng kém HLH, bénh nhan hau hét dat duoc
kiém soat bénh trong thdi gian dai. 2 bénh nhan
¢6 HLH da lui bénh hoan toan (trong 60 thang va
30 thang theo dbi), trong dé 1 bénh nhan cé két
hop héa tri va ghép té bao gbc dong loai. Thai
gian dap uing véi cyclosporin A trong vong 2 tuan,
vdi corticoid don ddc trong 4 tuan. Tai phat sau
khi ding diéu tri 1a phé bién, nhung sau dé c6
thé 13p lai diéu tri ma khong bi khang lai [4]. Theo
Guenova va cong sy, duy tri corticoid liéu thap co6
thé Iua chon dé duy tri lui bénh. Ty & séng sau 5
nam & nghién cdu nay dat 85.7% [5].

Bexarotene dudng uéng ciing dat dugc dap
Ung t6t 8 mot sé nghién ctu. Thudc sinh hoc, nhu

GIGI THIEU BENH NHAN

la TNF alpha, da dugc si dung gidi han trong mot
vai trudng hop ma khong c6 bang chiing manh vé
hiéu qua [6].

Trong mét vai trudng hop, ghép té bao goc
dong loai da dugc tién hanh. Diéu tri don doc véi
xa tri trong trudng hop tén thuong khu trd c6 hiéu
qua cao, dugc bado cdo ty Ié dap ung hoan toan
hodc mét phan la 80% .

Tién lugng clia SPTCL tot hon so vai Primary
cutaneous gamma-delta T cell lymphoma (PCGD
TCL) véi ty Ié s6ng sau 5 nam la 80%. SPTCL tu
thodi trién trong mét sé trudng hgp. Hiém gap di
can hach lympho hodc co quan khac. Yéu té tién
lugng chinh 1a HLH (ty |& s6ng sau 5 nam & HLH la
46% so vGi 91% néu khong c6 HLH). Céc tiéu chi
tién lugng cac u lympho non-Hodgkin khac dugc
ap dung it  bénh nhan SPTCL. Hau hét bénh nhan
nam & muc nguy co thap véi chi sé tién lugng
International prognostic index (IPl) cing nhu
Prognostic index for T cell lymphomas (PIT). Yéu
t6 tién lugng tot la lam sang khong dau, khéng
€6 HLH va yéu t6 tién lugng xau la c6 HLH va tén
thuong & phan gan cda chi [1].

3.KET LUAN

SPTCL la bénh rat hiém gap va hién nay van
la mét thach thiic trong chan doéan va diéu tri. Khi
bénh nhan c6 tén thuong viém mé ma kém sét
kéo dai khong ré nguyén nhan ma khéng dap ung
vGi diéu tri thong thudng, chan doan nay luén
phai dugc dat ra. Sinh thiét da tai tén thuong can
dam bao du dé sau, bao gém moé ma dudi da dé
phuc vu chan doéan. Can chidn doan sém va lén ké
hoach diéu tri cho bénh nhan, dé c6 thé han ché
bién ching va tang ty 1é s6ng cta bénh nhan. Véi
bénh nhan SPTCL ma khdéng c6 kem hdi ching
thuc bao té bao mau, corticoid toan than phéi
hgp véi cyclosporin A hoac methotrexat nén dugc
xem xét lua chon diéu tri.
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