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BENH CO' KHANG SRP
NHO’NG TRUONG HO'P PAU TIEN TAI VIET NAM

Phan Hoang Phwong Khanh*, Phan Ding Anh Thu**, Nguyén Hitu Cong*

TOM TAT

Bénh co khang SRP 3 thé& bénh co hoai tr qua
trung gian mién dich lién két véi khana thé khang SRP
(anti-signal recognition particle). Day @ mot bénh
chua tung dugc nhac téi trong cac bao céo Y khoa &
nudéc ta. Chung t6i mo ta cac dac diém 1am sang, can
lam sang va dap Ung diéu tri cia 3 tru‘dng hgp benh
cg khang SRP. Ca 3 trudng hdp déu c6 1am sang dién
hinh va xét nghlem khang thé khang SRP dudng tinh,
trong do 2 tru’dng hgp c6 bién d6i mb bénh hoc phu
hogp va 1 trerng hgp khong dién hinh. M6t trong s ba
bénh nhan cb dap (ng tot vdi diéu tri Rituximab, 1
bénh nhan dap Gng han ché vdi diéu tri 2 thudc Uc
ché mién dich ph6i hgp, 1 bénh nhan kh6ng dap L'rng
v@i Rituximab va dung nap kém véi thudc Uc che mién
dich. Ching t6i luu y tGi vai tro quan trong cla xét
nghiém khang thé trong chan doén, va nhitng khd
khan trong diéu tri bénh co khang SRP mot thé bénh
cd con rat méi & V|et Nam.

7w khod: bénh cd khang SRP, khang thé khang
SRP, bénh cd hoai ttr qua trung gian mién dich

SUMMARY
ANTI-SRP MYOPATHY - THE FIRST CASES

IN VIETNAM
Anti-SRP myopathy is the subtype of immune
mediated necrotizing myopathy which is associated
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with anti-signal recognition particle (SRP) antibody.
This disease has never been mentioned in the medical
reports in Vietham. In this paper, the clinical,
laboratory and therapeutic characteristics of three
cases with anti-SRP myopathy are described. All the
cases had typical clinical features and serum positive
for anti-SRP antibody. Two cases had appropriate
histopathological changes and the other had atypical
changes. One patient responded well to Rituximab,
one had a limited response to two combined
immunosuppressants, and the third did not respond to
rituximab and had poor tolerance to
immunosuppressants. The important role of antibody
testing for diagnosis and the problems with treatment
for this very newly known anti-SRP myopathy in
Vietnam should be emphasized.

Keywords: anti-SRP  myopathy, anti-signal
recognition particle (SRP) antibody, immune mediated
necrotizing myopathy.

I. DAT VAN PE i

Nhdm bénh viém co tu mién gdém nhiéu thé
bénh, trong d6 c6 bénh co hoai tir qua trung
gian mien dich (immune mediated necrotizing
myopathy - IMNM). Thé bénh nay mdi dugc
nhdc dén trong khoang han mot thap ky nay,
nhung la mot trong cac thé bénh viém co tu
mién hay gdp. Trén thé gldl trudc day va tai Viét
Nam hién nay, IMNM dé bi chdn doan nham vdi
cac thé viém co tu mién khac. Cé hai khang thé
phé bién nhét lién quan t&i IMNM |a khang SRP
(anti-signal recognition particle) va khang
HMGCR (anti-3-hydroxyl-3 methylglutaryl-
coenzyme A reductase ), Trong thdi gian vira
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qua, ching t6i ghi nhan 3 bénh nhan derng tinh
vGi khang thé khang SRP. Chung t6i mo ta cac
déc diém 1am sang, can 1dm sang, giai phau
bénh, xét nghiém khang thé va dap (ng diéu tri
cua 3 trudng hop nay, nham gitp hiéu rd hon vé
mot bénh ly con kha mdi la & Viét Nam.

MO TA CAC TRUONG HOP LAM SANG:

1. Truong hop thi nhéat: Bénh nhan nir,
58 tudi, bat dau yéu co téng dan cach 10 thang,
sau 2 thang yéu co tl chi ndng, dudc chan doan
viém da co va diéu tri trong 8 thang lién bang
prednison va mycophenolate mofetil. Yéu cg Itc
dau cé cai thién it nhung sau dé khong d& thém.
MOt thang trudc nhdp vién bénh nhan ndi
chuyén bi hut hai, khi ng6i ghé khong ty ding
Ién, phai di chuyén bang xe l8n. Tién st khdng
dung thuGéc nhom statin va gia dinh khong co
tién st bénh tuong tu.

- Kham lam sang: yéu co déi xing, goc chi
nang hon ngon chi, diém sic co tdng MRC
(Medical Research CounC|I sum score) la 40/60
dlem Teo nhe cac cd gbc chi. Stic cd gap-dudi
c6 5/5, stic nudt 3/3 (khdng nudt nghen ca Vi
thirc an dac). Test dém so to tUr 1 téi 50: dém
dugc téi 12. Khong rbi loan cdm gidc va phan xa
gan xuang, khdng d&u bénh ly thap. Khéng biéu
hién ton thuang da.

- Can lam sang: CK (Creatine kinase) 4154
U/L, LDH (lactate dehydrogenase) 996 U/L. Dién
tdm do6 binh thuGng. Cong hudng tir cd co teo
cd doi xiing kém thoai hdéa md@ va tang tin hiéu
rai rac, uu thé & cg khép, méng In, moéng bé va
vung dui sau. Chan doan dién cho hinh anh
bénh ca nhung khong coé dién thé tu phat.

- Sinh thiét cd: teo sgi cd rai rac, thoai hoda
sdi cd nhe, hoai tr khong ro, khong tham nhap
té bao viém, hdéa mé mien dich CD4 (-), CD8 (-).

- Xét nghiém bd khang thé&: duong tinh Vi
khang thé& khang SRP (anti- SRP +).

- Bénh nhan dugc diéu tri bang hai thudc Uc
ché mien dich phdi hgp (mycophenolate mofetil
2000 mg/ ngay + methotrexate 15 mg/tuan).
Sau 3 thang, sic cd cai thién véi téng MRC ting
nhe (42/60 diém), test dém s& to 1-50 dém
dugc téi 21, CK 3472U/I. Trong 2 thang ti€p sau
khong co cai thién gi thém. Bénh nhan dudgc
diéu tri thém bang Rituximab 500mg truyén
trong 4 dot lién ti€p cach nhau mot thang, trong
khi van duy tri thuéc &c ché mién dich. Sau moi
[an truyén Rituximab 1 thang, danh gia lai cac
chi s6 ldam sang va can lam sang déu co cai
thién. Cu thé sau [an truyén th(r nhat, th( hai va
thir ba, diém tdng MRC lan luct |a 42/60, 45/60,
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va 51/60; dong thai test dém to 1-50 kha dan,
[an lugt la dém tGi 33, 37, va 36. Nong do CK
huyét thanh lan lugt la 1466, 1102 va 1128 U/I.
Sau khi truyén du 4 lugt Rituximab, diém téng
MRC 52/60, tu chai dau va di b, nhung chua
thé leo gac va ngdi xdm ding ddy, test dém to
1-50 dugc tSi 43, CK 850U/L. Kiém tra sau 2
thang tiép thdy diém téng MRC 52/60, CK con
460U/1.

2. Truong hop thar hai: Bénh nhan nir, 67
tudi, tién sir dung statin nhung dd ngung hai
nam do tang men gan. Bénh nhan bi yéu t& chi
nang sau 1 thang va yéu tang dan mét nam nay,
dd ting dugc chadn doan bénh viém da co,
nhung bénh nhan khong tuan tha diéu tri. Mot
thang cach nhap vién, bénh nhan bi yéu tr chi
ndng va khoéng thé tu di ding, khdng tu chai
dau, bi nuot nghe_:n.

- Khdm lam sang: Yéu cg t& chi uu thé goc
chi, diém tdng MRC 41/60 Teo cd dui, va| canh
tay hai bén. Strc cd gap c6 4/5, dudi c6 5/5. Stc
nuét 2/3 (nudt nghen véi thirc an dac). Khong
roi loan cam giac, khong dau hiéu thap. Khong
bi€u hién ton thuong da.

- Can lam sang: CK 834 U/L, LDH 684 U/L,
t6c d6 mau lang 50/1 giG va 94mm/2 giG. Dién
tdm d6 binh thudng. Chan doan dién cd hinh
anh bénh cd kém tdng tinh kich thich mang
(irritable myopathy).

- Sinh thiét cd: teo sdi cd, hoai tr sdi cg, sdi
cd tai tao, tham nhiém md, xa héa ndi o, té bao
lympho noi cd (endomysial). Héa mo m|en dich:
CD4 (+), CD8 (+).

- Xét nghiém bd khang thé:
anti PL7 (4).

- Bénh nhan dugc diéu tri bang prednisone
(60mg/ngay) va methotrexate (15mg/tuan),
bénh nhan khong doéng y dung IVIG(
Intravenous Immunoglobulin). Sau 6 tuan, sic
o tay chan cai thién, diém tong MRC 42/60, hét
nuét nghen. Khi giam liéu prednisone thi bi nu6t
nghen trd lai, nén dugc thém azathioprine
(100mg/ngay). Trong 6 thang duy tri diéu tri
phéi hdp, diém téng MRC luc dau tdng nhe, vé
sau 6n dinh mirc 44/60 stric nuot dao dong tur
2/3 t6i 3/3, slc ca gap va dudi cd: 5/5.

3. Truong hop thda 3: Bénh nhan nit, 67
tudi, cd tién sir u mang ndo liém dai ndo, dudc
diéu tri Gamma- knife cach 1 ndm. Trong 5
thang trudc nhap vién bénh nhan bi yéu cg t&
chi téng dan, cach nhap vién 3 thang bi nuét
nghen, kho thg khi nam.

- Kham lam sang: Yéu cd tr chi, uu thé 6 goc
chi, diém téng MRC 36/60, teo cd vung dui va

anti SRP (+),



TAP CHi Y HOC VIET NAM TAP 499 - THANG 2 - SO 1&2 - 2021

vai. Stic ¢d gap va dudi cd 4/5. Stc nudt 1/3
(nuédt nghen v@i thic an léng). Phan xa gan
xuong 2 (+), khong roi loan cdm giac, khong
ddu hiéu thap. Khong bi khé mat, khd miéng va
khdng biéu hién tén thucng da.

- Can lam sang: CK 2166 U/I, LDH 1277U/I,
téc d6 lang mau 5 mm/1 gid va 10 mm/2 gid.
ANA (+4), antids DNA (-), RF 20ul/mL. Dién tam
dd binh thudng. Chan doan dién cé hinh anh
bénh ca tang tinh kich thich mang (irritable myopathy).

- Sinh thiét ca: teo sgi ¢, sdi hoai tur, sgi tai
tao, thdm nhiém md, xd hda ndi cd, t€ bao
lympho it, r6 nhat & khodang trong co
(endomysium), ngoai ra c6 & quanh mach, vung
quanh cg (perimysium). Héa mo mién dich: CD4
(+), CD8 (+).

- Xét nghiém bd khang thé: anti SRP (+), anti
SSA/RO (+).

- Bénh nhan dugc diéu tri badng prednisone
va methotrexate, sau 2 thang thi b6t nuét nghen
(stc nubt 2/3), hét khd thg, diém téng MRC
37/60. Do bénh nhan bi loang xugng va xep dot
s6bng L2-L3, nén dugc gidm nhanh liéu
prednisone va thém azathioprine 100mg/ngay.
Tuy nhién sau 2 ngay phai ngling azathioprine
do bi nang ngutc. Bénh nhan ho khac kém, nu6t
nghen tré lai, dudc truyén thém Rituximab
500mg/dgt trong 4 dgt lién ti€p cach nhau 1
thang. Sau 4 dot, bénh nhan bét nuét nghen,
b6t khd thd nhung sic co tay chan khéng cai
thién. Bénh nhan bi giam bach cau hat nén
ngung ca Methotrexate, chi con duy tri
prednison (10mg/ngay) va tang liéu acid folic.
Bénh nhan khong dong y dung IVIG.

IV. BAN LUAN

Bénh cc khang SRP chiém mot ti 1€ khong
nho trong cac trudng hgp viém cd. Nghién cliu
trén 460 bénh nhan viém cg tu’ mién ¢ Nhat Ban
cho thdy IMNM chiém 39% cac trudng hgp viém
cd, va trong s6 bi IMNM thi bénh ccg khang SRP
chiém 39%, bénh cd khang HMGCR 26% va
khang thé 4m tinh 35% ). Ca 3 bénh nhan cua
chiing toi déu co6 lam sang phlu hgp vdi yéu co
goc chi tién trién ban cap va CK tdng cao. Triéu
chirng nu6t kho (& 2 bénh nhan) ciing la triéu
chirng thudng gap trong bénh cd khang SRP
(52,1 £ 30% ), trén 2 bénh nhan nay cling c6
bién d6i mé hoc co déc hiéu cho IMNM. Riéng
bénh nhan th(r nh&t bién d6i md hoc la khéng
dac hiéu, va cling khéng thé’y bi€u hién cla viém
cao. Trong diéu kién chua cé thuéc nhudém hda
md mién dich dac hiéu han, xét ngh|em khang
thé khang SRP duong tinh d& gidp xac dinh chan

doan va quyét dinh lua chon diéu tri cho bénh
nhan nay.

Tién lugng cua bénh co khang SRP thudng
kém, chi khoang 50% bénh nhan hoi phuc sic
cd vé binh thudng sau 4 nam diéu tri®™. Chi dinh
diéu tri Rituximab cho bénh cc khang SRP sau 6
thang khong dap Ung vdi diéu tri dc ché mién
dich, dd dugc dong thuan & hdi thao th(r 224
clia Trung tdm than kinh cd Chau Au (ENMC)®.
MOt sG chuyén gia da cho bi€t néu dung IVIG
ngay ldc khdi dau & cac trudng hgp nang thi sé
c6 hiéu qua diéu tri cao hon ¥, Ca 3 bénh nhan
cla ching téi déu khong cai thién khi diéu tri
prednlsone phoi hop véi mot loai thudc Uc ché
mién dich. Bénh nhan thd nhat chi cai thién triéu
chiing dang k& khi dugc dung rituximab phoi
hgp véi hai thuéc tc ché mién dich. Bénh nhan
thir hai_c6 dap u’ng it véi diéu tri 2 loai thuGc ¢
ché mién dich, va khong c6 diéu kién dé dung
IVIG hay rituximab. Bénh nhéan th& 3 khong dap
Ung vdi rituximab, bi giam bach cdu hat khi ding
Methotrexate va khéng dung nap azathioprine,
bénh nhan khong dong y dung IVIG. Bénh nhan
nay ngoai khang thé khang SRP, con dudng tinh
rd v8i mot khang thé nita 1a khang thé khang
SSA/Ro. Theo y van, Nakamura da@ mo td mét
trudng hgp duang tinh véi ca hai khang thé trén,
bénh nhan bi yéu cd ndng né va dap Ung diéu tri
kém, ¢ thé su’ cd mét cla ca 2 khang thé la
nguy cd lam bénh ndng han®,

V. KET LUAN

Theo hiéu biét cua chlng t6i, 3 trudng hop
cla chdng téi la cac trudng hgp dau tién tai Viét
Nam dugc xac dinh bi bénh cg hoai tir qua trung
gian mién dich (IMNM) lién két véi khang thé
khang SRP (bénh co khang _SRP). Trong diéu
kién con khé khan, khi glal phau bénh clia chiing
ta chua c6 hod m6 mién dich dac hiéu, thi xét
nghiém khang thé 13 rat quan trong, doi khi gilp
quyét dinh chan doan.

Piéu tri bénh cd khang SRP la phdc tap va
kho khan. Cac trudng hgp khang tri can dung téi
IVIG va rituximab, va phdi hgp tir hai loai thudc
Uc ché mien dich trd I1én. Tuy vay, thuc t€ & Viét
Nam, chdng ta phai Ung dung linh dong tuy theo
tiing ca thé. Chlng tbi d& nghi trong thuc hanh
than kinh hoc, nén luu y vé chin doan va diéu
tri thé bénh co con kha mdi la nay, nhdm cé
dugc lua chon t6i uu cho bénh nhan.
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SO SANH GI(*A CHUP XA HiNH XU'ONG VA CHUP CAT LOP VI TINH
TRONG PHAT HIEN DI CAN XUONG O’ BENH NHAN UNG THU
BIEU MO TE BAO GAN

TOM TAT

Muc tiéu: So sanh hiéu qua chan doan di cin
xuong bang chup xa hinh xuong (BS) vdi Technetium-
99m methylene dlphosphonate (Tc-99m MDP) va chup
cat 16p vi tinh (CT) G bénh nhan ung thu biéu mé t&
bao gan (HCC) co ngh| ngd di can xuaong. Phu’dng
phap Nghlen cu‘u tlen ctu trén 57 bénh nhan HCC.
D6 chinh xac cua BS va CT dugc xac d|nh bang céch
SO sanh vGi két qua di can tlen trién va chi dinh diéu
tri gidam nhe sau do. Két qua: Ngh|en cru nay bao
gom 48 nam va 9 nit, tudi trung binh 60,5 + 12,9. Ly
do chup xa hinh xudng: tam soat di cdn (54 4%), dau
xuang: 29,8%, yéu chi: 14%, s thay khdi trén thanh
nguc: 1,8%. Ti |é phat hién di cdn xuong bang BS
(45,6%) cao hon so véi CT (29,8%), p = 0,001. Co 23
vung di can trén CT, c6 xu hudng phat hién to't han &
cot song 14/23, xudng chau: 5/23 va 45 vung trén
BS, c6 xu hudng phat hién ton thudng tot hon & cot
song: 19/45, xuong suGn: 12/45 Theo két qua theo
do6i va diéu tri glam nhe bing SBRT, phat hién tn
thuong xudng di can bang CT: do nhay 72 2/o, do
dac hiéu 89,7%, gia tri du doan duadng tinh: 76,5%,
gia tri du doan am tinh 87,5%, do chinh xac 84,2%;
phat hién ton thuong xudng di can bang béng BS do
nhay 100%, do dic hiéu 79,5%, gid tri du doan
duang t|'nh 69,2%, gia tri du doan am tinh 100%, d@
chinh xac 86,0%. Két luan: Chup xa hinh xudng c6
do chinh xac t6t han so vdi chup cét I6p vi tinh trong
viéc phat hlen ton thuong xudng do HCC di can,
nhung dé xac dinh di cdn xudng, hdi bénh can than
kham lam sang ki va thuc hién nhiéu phufdng phap
chup xucng la rat quan trong.

To khoda: Ung thu biéu mé t& bao gan, di cén
xugang, chup xa hinh xugng
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Pong Pirc Hoang?, Lé Thi Anh Tuyét?

SUMMARY
COMPARISON BETWEEN BONE SCINTIGRAPHY
AND COMPUTED TOMOGRAPHY FOR THE
DETECTION OF BONE METASTASES IN
HEPATOCELLULAR CARCINOMA

Aim: To compare the diagnostic accuracy of bone
scintigraphy (BS) and computed tomography (CT) in
detecting skeletal metastases for hepatocellular
carcinoma (HCC) patients with suspicious bone
metastasis. Methods: A prospective study was
carried out in 57 HCC patients. The accuracies of BS
and CT were determined by comparing with final
diagnosis with criteria obvious progression of the
lesion revealed from the follow-up examinations and
treatment. Results: This study included 48 male and
9 female, mean age 60.5 + 12.9. Reasons for bone
scintigraphy: Tumor extent surveillance: 54.4%, bone
pain: 29.8%, limb weakness: 14%, palpable chest wall
mass: 1.8%. There was a significant difference in
bone metastatic detection between BS (45.6%) and
CT (29.8%), p=0.001. There were 23 metastatic
regions on CT, tended to identify more positive lesions
in the spine: 14/23, pelvis: 5/23; 45 regions in BS,
tended to show more positive lesions in the spine:
19/45, ribs: 12/45. According to the follow-up result
and palliative treatment by SBRT, for detecting
metastatic bone lesions by CT: Sensitivity = 72.2%,
Specificity = 89.7%, Positive Predictive Value =
76.5%, Negative Predictive Value = 87.5%, Accuracy
= 84.2%; by BS: Sensitivity = 100%, Specificity =
79.5%, Positive Predictive Value = 69.2%, Negative
Predictive Value = 100%, Accuracy = 86.0%.
Conclusion: BS has significantly better accuracy than
CT in detecting metastatic HCC bone lesions, but to
determine bone metastases, careful history taking,
meticulous physical examination and perfoming many
bone scan methods are very important.

Keyword: Hepatocellular  carcinoma,
metastasis, Tc-99m MDP bone scintigraphy

I. DAT VAN DE

Ung thu biéu md t& bao gan (HCC) 1a bénh ac
tinh tai gan gdp nhiéu nhat & ngusi trudng

Bone



