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Viém mach hé thong:
Tiép can Chén doan & Piéu tri

PGS.TS. NGUYEN DINH KHOA
BENH VIEN CHO RAY




Calam sang 1

Bénh nhan niv, 39 tudi, Q1. TP. HCM

Tién can hen phé quan 9 nam

Hai thang nay: Sot kéo dai

— N&i hdong ban ban tay, ban chan

— Loét da mu ban chan

— Yéu t chi, gidm cdm giac chi kiéu mang gang, v&
Xeéet nghiém:

— Tang bach cau ai toan (WBC 36,12 G/L, Eos 31,9%)
— P-ANCA (+)

— EMG: bénh da day TK hén hop

— Nwore tiéu: blood ++




Calam sang 2

Bn Ma Vinh T., nam, sinh nam 1995

Nhap vién vi yéu t& chi

T/can CD viém mii xoang, hen phé quan 2016

3 thang: sot, dau rat ban tay, ban chan, yéu chan (P>T)
di lai kho, mét, sut can

Kham: ban da, yéu t& chi, ban tay/chan ri

Xét nghiém:

— WBC: 22.6 G/L (%EOS: 56.5%, 12.800/ml)

— CRP 76, VS 35 mm/h

— ANA (-), RF++, CCP ()

— ANCA: p- ANCA: 176 U/ml (neg< 12, p: >18), c- ANCA: 1 (-)
— Nuwoc tiéu: Blood ++, protein —




Calam sang 3

Bénh nhan nam, 25 T, d/c Vinh Long
Tién can viem mii xoang man, PT mui xoang cach 3 — 4
nam. Ty dé van dau vung xoang, chay mdi nhay lan mau
tai di tai lai. Vai thang nay: Mét, ho dam c6 mau.

Pi kham dia phwong chup XQ phdi nghi lao > BV PNT
Tham kham: tdng trang tot, kham phdi it ran nd phdi trai
XN: p-ANCA (-); c-ANCA (+) (34 U/ml)
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- Sinh thiét; Viém
u hat, tham
nhiém bach cau,
chat hoai tir, loai
tree lao
> BENH GI?

PQ hai bén niém mac viém loét hoai tir kém méau va mu vang. \
Bom rira va sinh thiét tén thuong xét nghiém AFB(HQ-Cay MGl T-KSD hang |
MGIT), tap trung (soi, cay-KSP), nam (soi, cay) va mo hoc.

KL: Viém hoai tir niém mach PQ 2 bén



Viém mach hé thong (Systemic Vasculitis)

Nhom bénh ly viém hé thong, twong doi hiém gap (ty 1& khac

nhau gilra cac bénh)

— Viém DM té bao khéng 16 thuwdrng gdp nhat, 10-20/100.000 >50 tudi

— Viém mach lién quan ANCA: Ty I& lwu hanh ~20-40/triéu ngwdi; mac
moi ~20/trieu/nam

Thworng anh hwdng dén nhiéu co quan, ndi tang

Khé chan doan, bénh canh 1am sang thach thirc, ngay ca voi

thay thudc chuyén khoa cé kinh nghiém

Hau qua tuy thé bénh, thwdng xau (khi tdn thwong co quan

ndi tdng), co thé de doa tinh mang

Eur J Intern Med. 2020 Apr;74:18-28.; Nat Rev Rheumatol. 2022 Jan;18(1):22-34



Viém mach: Tén goi va Phan loai

1990 ACR (Hoa Ky): Xay dwng tiéu chuan phan loai

1994 Chapel Hill consensus conference:

— Pinh nghia thuat nglr, dac diém IAm sang, CLS; phan loai theo kich thuwdc

2012 Chapel Hill consensus conference:
— Diéu chinh, mé t4, thdng nhat lai mét s thuat ngiy

2022 ACR/EULAR Classification Criteria cho cac bénh ly

Vasculitis terminology from 2012 CHCC used within this review [8,9].

Abbreviation Definition

GPA Granulomatosis with polyangiitis

EGPA Eosinophilic granulomatosis with
polyangiitis

MPA Microscopic polyangiitis

I[gA vasculitis IgA vasculitis

Other new terminology and minor modifications

Anti-GBM disease
Cutaneous arteritis

Cutaneous leukocytoclastic angiitis
Hypocomplementemic urticarial vasculitis

R. Waller et al. / Best Practice & Research Clinical Rheumatology 27 (2013) 3—17; Yonsei Med J. 2023 Jan;64(1):11-17.

Previous terminology

Wegener’s granulomatosis
Churg-Strauss

Henoch-Schonlein purpura

Previous terminology

Goodpastures disease
Cutaneous PAN




Viem mach: Phwong phap phan loai

* Theo nguyén nhan

— Nguyén phat (chiém da so)

— The phét:‘Xuét hién trong mét s
bénh ly nén (Bénh tw mién, mé lién
két: Lupus, viém khop da}ng thap,
...); bénh ac tinh; do thudc, ...

 Theo kich thwéc mach mau

« C6/khdng lién quan mot so tw )
, R ach mau Ién: ach mau vua: Mach mau nho:
khang the (AN CA) E/rlwu Cé cac Liénil\gf/w?rm DII\\AA/TM tang cL:n'nh DM trong nhu mé

A Large Vessels B Medium Vessels C Small Vessels

ARTHRITIS & RHEUMATISM Vol. 65, No. 1, January 2013, pp 1-11



Viem mach: Phan loai & cac bénh thwong gap

Viém cac mach mau Ién:
— Viém ddéng mach té bao khdng 16
— Viém doéng mach Takayasu
Viém cac mach mau vira
— Viém da ddong mach nut (PAN) FETTTT—
— Bénh Kawasaki [
Viém mach mau nho va vira
— Viém mach mau nhé do thudc (tdng nhay cam)
— Ban Henoch-Schonlein (Viém mach IgA)
— Vién mach globulin tua lanh

Medium vessel vasculitis Immune complex small vessel vasculitis

* Polyarteritis nodosa * Cryoglobulinaemic vasculitis
| * Kawasaki disease | | ®lgAvasculitis (Henoch—Schénlein purpura)
T = | * Hypocomplementemic urticarial
vasculitis (Anti-C1q vasculitis)

o ANCA-associated small vessel vasculitis

- V|ém maCh I|én quan dén ANCA "‘!!Large vesselvasculitisﬂ' * Microscopic polyangiitis
A n A qra X * Takayasu arteritis * Granulomatosis with polyangiitis
- V|em maCh trong benh mo Ilen ket (SI—E, RA) | * Giant cell arteritis ) L Eosinophilic granulomatosis with polyangiitis )

— Viém mach lién quan dén nhiém tring

Arthritis Rheumatol. 65, 1-11 (2013)



Bénh sinh mién dich hoc

» Céc héi chirng viem mach la cac bénh Iy qua trung gian mién
dich, da s6 tw phat. Bénh sinh hoc viem mach lien quan dén 2
gua trinh chinh:

1. Viém cua thanh mach mau - gay
hep/tac, phinh mach, xuat huyét,
calci hoa thanh mach

1. Thi€éu mau & cdc mé > gay
viém/hoai t&r mo; roi loan, suy
giam, mat chirc nang

Viém thanh mach mau, thdm nhép bach cau



Cac co’ ché viém mach mau

Viém déng mach di rng (Allergic angiitis): kém tang bach cau ai toan va IgE
mau va mo va cac mo: EGPA
Viém mach mau qua trung gian khang thé (Antibody mediated vasculitis,

pauci-immune type): cac bénh viéem mach lieén quan ANCA (AAV): GPA,
EGPA, MPA.

V[ém mach qua trung gian phtrc hop mién dich (Immune complex mediated):
L‘éng dong hoac te_;o cac phtre hop mién dich thanh mach mau; thuwdng kém
nong d6 bo thé thap: Henoch-Schonlein purpura (HSP), polyarteritis nodosa
(PAN).

Tang man cam qua trung gian té bao T (T cell mediated hypersentivitiy): Tham
nhiém viém bdi té bao T: giant cell arteritis (GCA), Takayasu’s arthritis (TA).

Rheumatol Immunol Res. 2023 Apr 18;4(1):11-21; Front Med (Lausanne). 2023 Mar 3;10:1103065



Viém mach: Tiép can chan doan



Khi nao thi nghi ngo viem mach?

Co6 céac biéu hién cda bénh ly viém co tinh chat da co quan

C4c triéu chirng toan than thwdng gap (sot, sut can, mét mai, ...)
R4i loan chlrc nang cac tang tién trién nhanh

Tang cac marker viem



Symptoms of vasculitic syndrome

Limb claudication
7 4 2 Purpura/ Ecchymosis < >
" A ~ A ’
Tiep can chan doan :
Hematuria Sl B
= Hemptysis aCIe ot Aortic dilatation
Splinter hemorrhages Livedo reticularis Asymmetric BP

Ocular symptoms

Mononeuritis multiplex
(Uveitis/ Episcleritis) l

Gangrene of digits
Microaneurysms
'L ‘L Large Vessel Vasculitis

Nhirng dau hiéu goi y

« Bénh ly tdc ngh&n mach mau hoac

Small Vessel Vasculitis

THA & nguoi Ion tré tudi

Medium Vessel Vasculitis

Kawasaki Disease

Fever for > 5days
Conjunctivitis
Cervical adenopathy

S6t khdng giai thich dwoc, sut can

Henoch Schonlein purpura

Protein niéu khéng giai thich duwoc
Ban, cham xuat huyét & mong, d

N6t dwdi da hodc may day

4

Arthralgia/ Arthritis
Abdominal pain
Palpable purpura
Bloodydiarrhoea

Urticarial vasculitis

\ 4

Rash
Mucositis
Coronary artery aneurysm

Polyarteritis nodosa

Arthralgias
~ s ~ X » Urticaria Livedo reticularis
Bénh mach mau vong mac cap Pruritus Nodules
_ | Neuropathy
"| Hypertension

DPau dau kéo dai kém giadm thj lwc
dot ngdt (1 bén) & ngwdi Ion tudi
Pau ham cach hoi

Microscopic polyangitis

Pulmonary involvement
Renal involvement
With ANCA positivity

Granulomatous polyangitis

Renal involvement
Testicular pain

Cut

aneous Polyarteritis nodosa

Fever

Bénh thén klnh ngoal blén Xuét h|én Sinusitis/ofitis/oral ulcers Subcutaneous nodules
5 . . Hemoptysis » Myalgia
Subglottic/ tracheal/ Arthralgia

dot ngdt — ban tay, ban chan ru

endobronchial stenosis
Renal involvement

Bat thworng dang ndt, hang & phdi

Eosinophilic granulomatous polyangitis

Asthma/ Atopy/ Pulmonary infiltrates
Neuropathy
Eosinophilia

In Dermatol Online J 2019;10:617-26

A 4




Viém mach: Cac bieu hién thwong gap & cac

co’ quan
Bé&nh canh IAm sang goi y nhiéu viém cac mach mau nhé:
Da méng: ban, cham xuat huyét loét, ...
H6 hap: Viém xoang, ho mau, thAm nhiém phdi
Than/tiét niéu/dinh duc: dau tinh hoan, tiéu mau, dam, can, ...
Than kinh: roi loan cam giac, ban tay, chan ru, ...
Cac co quan khac: Tim mach, biém/dau khép, co; tiéu hdoa, mat




Viém mach: Chi dinh xét nghiém

Viem:

— Tang VS (ESR)

— Tang CRP

— Tang tiéu cau

Thiéu mau

Tang bach cau, co
thé c6 BC ai toan
Albumin thap

Cac bat thwdng gan,
than, nwoc tiéu

Céac XN bd sung:

HBsAg, viem gan C, HIV
ANA, C3 & C4

Céac khang thé khang
phospholipid

P-ANCA, c-ANCA (Goi y chi
dinh khi: Bn c6 ton thwong hé
hap, viém xoang tai phat, viém
cau than ..)



Cac khang the ANCA

(antineutrophil cytoplasmic antibodies)
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e P-ANCA (perinuclear ANCA) ° C-,ANCAA, (cytoplasmic ANCA)
e Khéng thé& khdng myeloperoxidase (MPO) * Khang thé khang proteinase 3 (PR3)
e c-ANCA kha dac hiéu, thuvong gap trong GPA (d0 nhay ~90%)

e p-ANCA kém dac hiéu hon c-ANCA
* p-ANCA trong MPA (50-60%), EGPA (55-60%), GPA (10-15%)




Viém mach: Cac tham do bo sung

 Chan doan hinh anh
— CT-scan
— MRI
— PET-CT
— Chup mach

+ Sinh thiét mé
— Da
— Dbong mach (thai dwong)
— Cac mo, tang khac

Korean J Radiol. 2017 Sep-Oct;18(5):786-798




Viém mach: Tiép can Dieu tri



Viém mach hé thong: Muc tiéu dieu tri

Nham dat lui b&nh (remission)
Gidm nguy co tén thwong ndi tang
Giam nguy co ttr vong

Giam tai phat

Cai thién chat lwong cudc song

> Lwa chon diéu tri phu thudc loai bénh Iy viém mach, giai
doan, m&rc dd nang (tbn thwong co quan ndi tang), khuyén cao



Pieu tri Viém mach: Cac bién phap chung

Diéu tri theo giai doan:

Piéu tri tan cong (dé dat lui
bénh) — Remission induction

Diéu tri duy tri (Remission
Maintenance)

Piéu trj tai dién (Relapse)

I

Glucocorticoid

— Piéu trj tan cdng: Liéu cao — rat cao GCl/liéu
xung Methylprednisolone

Pc ché mién dich:

— Cyclophosphsmide, MMF, methotrexate,
azathioprine, calcineurin inhibtors

Thuoc sinh hoc:

— Rituximab, (rc ché IL-6, (rc ché TNF, (rc
ché IL-5 (Mepolizumab),

Céac bién phap khéac: Loc huyét

twong, IVIG, ...

Piéu tri hé tro,, nguyén nhan




Viém mach ANCA: Hwéng tiép can diéeu tri theo
muc do bénh

Diéu trj tan céng Diéu tri duy tri
« Bénh cuc bb: GC va Methotrexate  Bénh cuc bd hodc hé thong sém
— GC: 1-2 mg/kg (40-60 mg)/ngay, gidm — Liéu thap GC + MTX hodc Azathioprine
lieu dan (1-2 mg/kgh/N) x 1 nam hoac lau hon
— MTX: 15-25 mg/tuan  Bénh hé thdng (toan thé)
« Bénh hé thong: IV MP + IV CYC — Azathioprine (nhw trén)
— Methylprednisolone 1V 30 mg/kg (max — Duy tri liéu thAp GC — ngwng khi c6 thé

1g)/ngay x 3 N = liéu trung binh

Lwa chon thay thé
— IV CYC: 0.5-0.75 g/m?/thang x 6

« Bénh cuc bd hodc hé thdng sém

- Nang/de doa tinh mang/khang tri _  MMF hoac leflunomide
— Xem xét Rituximab, IV CYC, loc huyét » Bénh hé thong (toan thé)
twong va’hoac IViG + pulse MP — Rituximab, infliximab, MMF, CYC udng

Pediatr Nephrol. 2018 Jan;33(1):25-39.
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Swr dung GC trong bénh CXK-tw mién: Phan loai

A\

murc lieu va co ché tac dung cua GC

Classification of Glucocorticoid Dosages

Low dose <7.5 mg prednisone equivalents per day

Medium dose >7.5 mg and <30 mg prednisone equivalents
per day

High dose >30 mg and <100 mg prednisone equivalents
per day

>
©
T
3
<)
E

Very highdose  >100 mg prednisone equivalents per day
TRANSACTIVATION !
(L-10,1kB) |
(responsible for |
most side effects) |

Genomic Effects
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Pulse therapy >250 mg prednisone equivalents per day for
1 day or a few days

Co ché tac dung qua gien va khong
qua gien cua GC (phu thudc liéu)

Ann Rheum Dis. 2002 Aug;61(8):718-22. Drug. Front. Med. 8:622225 (2021)



Str dung GC trong CXK: Lwa chon thuoc, liéu
va dwong dung theo tinh trang bénh

Bénh 6n dinh (BT duy tri) Bénh tién trién vira — nang, de -Thodi hoa khép

hoac tién trién mirc d6 nhe:  doa tinh mang (PT tadn cong): +CAc bénh viém khép tw
*VViém khép dang thap VViem kh&p dang thap tién trién  mién (viém mot vai khop)
Lupus ban doé nang *Gout

Viém da co/da co tw mién -Lupus tién trién nang CAc bénh viém gan
*VViem khép thiéu nién *Viém da co tién trién nang

GUt (mbt sb trwdng hop), ... Cac bénh ly Viém mach mau

Lwa chon GC thwéong dung trong chuyén khoa co xworng khép:

Methylprednisolone (chi yéu)  Methylprednisolone (MP) *Methylprednisolone
*Prednisolone Bethamethasone

= MP vé&i cac dang ham lvong, dwong dung khac nhau, thich hop véi cac tinh huéng LS
= Viém mach hé théng tién trién: Liéu cao/xung, ban dau thuwong [a MP duwong TM




Pieu tri cac bénh viém mach:
Cac khuyén cao cap nhat



2021 American College of Rheumatology/Vasculitis
Foundation Guideline for the Management of Giant
Cell Arteritis and Takayasu Arteritis

Overview of treatment of giant cell arteritis (GCA)

iant Cell Arteritis (

Overview of treatment of Takayasu arteritis (TAK) based on clinical and radiographic assessments

Takayasu

ActiveGCA )

Active TAK not on

Disease status decision point

Treatment option

Conditional recommendation

Treatment option
Strong recommendation

XY

Visual symptoms/loss
or critical cranial
ischemia

v

High-dose IV pulse GC followed by high-dose
daily oral GC with TCZ over GC alone;

In some instances, can consider GC with MTX
or GC alone

v\

Consider adding or
changing non-GC
immunosuppressive
agent (e.g., MTX or
ABA instead of TCZ)

Taper daily oral GC

b}

Without any
visual symptoms/loss
or critical cranial
ischemia

v

High-dose daily oral GC with TCZ

over GC alone;

In some instances, can consider GC with
MTX or GC alone

Clinical remission

vV \

Consider adding or
changing non-GC
immunosuppressive
agent (e.g., MTX or
ABA instead of TCZ)

Taper daily oral GC

ABA = abatacept, AZA = azathioprine, GC = glucocorticoids, IV = intravenous, MTX = methotrexate, TCZ = tocilizumab

Arthritis Care Res (Hoboken). 2021 Aug;73(8):1071-1087

Q Disease status decision point
eatment option

immunosuppressive therapy

High-dose daily oral GC + non-GC
immunosuppressive agent: MTX, AZA, +/- TNFi

Clinical remission

Taper daily oral GC;
Continue non-GC

immunosuppressive
agent

\

Consider switching to
another non-GC
immunosuppressive
agent

(MTX, AZA, TNFi, or TCZ)

Vascular changes identified
on imaging studies

/o \

Inflammation (e.g.,
stenosis or vessel wall

vascular territory

Symptomatic and/or
findings of active
disease on imaging*

v

Escalate Escalate
immunosuppression immunosuppression

Progressive
ischemia

Continue treatment
and monitoring

Consider surgical
intervention

Progression of
existing vascular
thickening) in new lesions

Asymptomatic with-
out findings of active
disease on imaging*

v

Continue treatment
and monitoring

AZA = azathioprine; CT = computed tomography; FDG-PET = "*F-fluorodeoxyglucose positron emission tomography; GC = glucocorticoids; MR = magnetic resonance;

MTX = methotrexate; TCZ = tocilizumab; TNFi = tumor necrosis factor inhibitor
* Can be suggested by vascular edema, contrast enhancement, and/or increased wall thickness on MR or CT angiography, or supra-physiologic FDG

uptake in the arterial wall on PET imaging
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Induction of Remission

not organ-/life-threatening’

EGPA |

| organ-/life-threatening’

Diéu tri l

Active EGPA J

viem mach [in&

L Yes —>[ Start MEPO ]—*'. [ Combine with GC? ]f_[

Start CYC
(or RTX3)

lién quan |
ANCA

A AV " Consult
u Exert Centre

No
L (Conce |

l

Taper GCs to
individual target

Remission?

<
P

Khuyén cao
EULAR
2022

Induction of remission
(see upper panel)

Relapse |«—— No

AZA, MTX, MEPOS or RTX

Switch to or contlnue“ ’
continue GC taper

__— Sustained
remission? _—
Yes

.

Benn =
Individual GC

‘\%W

Yes

.

-

(

Assess individual relapse risk,
comorbidities and patient preferences

B

L Continue or stop J

maintenance treatment

Hellmich B, et al. Ann Rheum Dis 2023;0:1-18.

(induction of Remission GPA / MPA

] organ-/life-threatening’

not organ-/life-threatening’

Plasma exchange
after 4-5 months2 may be considered®

Active GPA/MPA J
Taper GCs to
Consult
<
p..

Start RTX + _( Combine with GC2 ] + Start
(or MTX or MMF) (or avacopan®) RTX*or CYC
5 mg/day
Maintenance of Remission

J
<

Induction of remission

(see upper panel)

Continue or switch to RTX for 24-48 months
(or AZA or MTX) [

)

continue GC taper / stop avacopan®

Sustalned
Rem:ss:on 2
Yos
¢
//C/avacopm
\stoppeqlf/»/
Yes

.

Assess individual relapse risk,
comorbidities and patient preferences

v

Continue or stop
maintenance treatment

I

Relapse




Take Home Messages

Viém mach 14 nhém bénh ly phirc tap, da dang; chan doan thwong
gap nhiéu kho khan, thach thirc

Tiép can chan doan: Duwa vao biéu hién bénh ly da co quan; két
hop v&i cac xét nghiém, tham do co ban va chuyén sau (viém,
mién dich, chan doan hinh anh va giai phau bénh)

Piéu trj tuy thé bénh, mirc dd nang, giai doan, bénh ly nén

Céq bién phap chinh gém: Khang viém (GC), tc ché mién dich,
thudc sinh hoc va mot s6 phwong phap khac



Thank you
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