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Clinicopathological

A 32-year-old man with
hematuria and hemoptysis
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Vital signs: BT 36.8°c,BP 171/115 mmHg, PR 109/min,
RR 22/min

GA: A Thai male, good consciousness,

tachycardia, tachypnea, mild pallor, no

HEENT:
CVs:

RS:
Abdomen:

Extremities:

Neurological:

jaundice, no cyanosis, BW 105.4 kg,
Height 175 cm

Mild pale conjunctivae, no scleral icterus
PMI at 5" ICS MCL, normal S1 S2 sound,
SEM grade Il at 2™ Lt parasternal border
Fine crepitation at RLL

Globular shape, active bowel sound, no
organomegaly

Pittingedema 1+ at both lower extremities
intact CN, pupil 3 mm RTL BE, no motor
deficit
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CBC:

U/A:

ABG:

Chest film:

Hb 8.3 g/dL, Hct 25.3 9%, MCV 72.5 fL,
RDW 16.8 %, WBC 6,240/mm? (PMN 79 %,
L 109, M2 %, E 1 %), Platelets 378,000 /uL
pH 5.0, Sp.er. 1.029, albumin 2+, WBC
10-20 /HPF, RBC >100 /HPF

UPCI 1.02

BUN 14 mg/dL, Cr 0.9 mg/dL

Na 132, K 4.1, Cl 100, HCO, 24 mmol/L
Albumin 3.2 g/dL, globulin 3.3 ¢/dL, AST
34 U/L, ALT 34 U/L, ALP 195 U/L

HBs Ag -ve, Anti-HBs -ve, Anti-HCV -ve
Anti-HIV -ve

Anti-MPO Ab < 2 RU/mL, Anti-PR3 Ab
>200 RU/mL

pH 7.38, pO, 52.6 mmHg, pCO, 34.4
mmHg, HCO3 20.9 mmol/L, FiO2 0.21
(U 1)
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UM 1 A nSed@ingamsasennu reticular infiltration #
YanvN91uana

UM 2 dnwagniane sinerduiiledaany Interstitial

pneumonitis, alveolar hemorrhage

Sputum culture: -ve for mycobacterium, fungi, virus

Sputum PCR for TB -ve

Broncho-alveolar lavage: Mild chronic inflammation

Lung pathology (gﬂ‘ﬁ 2)

Renal pathology

Light microscopy (gﬂﬁ 3)

Glomeruli: 22 glomeruli, no g¢lobal sclerosis, no
increase in mesangial cells, no
endocapillary hypercellularity, 4 cellular

crescents, 1 fibrocellular crescent,

segment fibrinoid necrosis in 3 glomeruli,
focal break of glomerular basement g‘lJﬁ 3 A B: 91 H& E (A) wag Masson’s trichrome

membrane in fibrinoid necrotic area Wy fibrocellular crescentic glomerulus
Tubules and interstitium: with interstitial inflammation
<5% tubular atrophy and interstitial C: dou PAS wu periglomerular fibrinoid

fibrosis necrosis and cellular crescent
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Immunofluorescense: Focal staining (17 to 2°) in necrotic
segment for IgG and fibrinogen

Electron microscopy (g‘U‘ﬁ 4)

JUN 4 wendineduiilelalu electron microscopy nu focal

effacement of foot process

n1sataelsa
Granulomatosis with polyangiitis (GPA)
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fheseimuunmddsennstiaanzidentu sty
asrnuaudulaings ddadenunsuazlusiuludaanis
ﬁﬂmiﬁﬂﬁx‘mdmmmi acute glomerulonephritis 58 rapidly
progressive glomerulonephritis uaﬂﬁ]’mﬁ’iﬂwﬁﬂiﬁﬂa
uden wilosunTutuineu uagnuauiaunives
AMNTIEIMmMIIeen F9Asindeniag pulmonary-renal
syndrome G sifadeusntzaluftaemed ldun nqulse
ANCA-associated small vessel vasculitis, Goodpasture
syndrome LLasmiamL%a'lusswmaLﬁumahmﬁmqul,l,ia

mﬂﬂ'ﬁmaﬁmwﬁaqﬂﬁﬁ’ammﬁuLauwu:h NaYIN4 serology

dnleifiungulsm ANCA-associated small vessel vasculitis
dlesnasanuseuivedse proteinase 3 (anti-PR3 Ab)
SaududUagdeonnisnisssuumaiumela nan13nsa9
maneIngduiiousany alveolar hemorrhage Wag
191115999 otitis media UAeu Jevilndndslsa GPA

%39 Wegener’s granulomatosis

ANCA-associated glomerulonephritis %1 GPA

GPA i3eiiuiiiodn Wegener’s granulomatosis (WG)
dulsanasnidensuindndniaufiduius fu ANCA
(ANCA-associated small-vessel vasculitis; AASV) Lag
LﬂuhﬂwﬁﬂumﬁﬁﬂﬁﬂLL&Jfﬂ,imaﬁﬂaq'mmmimdﬂamtaz
1o (pulmonary-renal syndrome)? Feamrane3ine
EWUANYE necrotizing inflammation 394U granuloma
YBIADARDATUIALAN

WBENNVRITTUUMLAUIETaTes GPA Usznausme
sinusitis, otitis media, ulceration, bony deformities Way
subglottic 39 bronchial stenosis AMWSIEINYINTIION
fnulgvesie solitary %39 multiple pulmonary nodules,
fixed infiltration 38 cavities Wa¥$89598U04 granulomatous
fiveariliianeinisledudenls wilasdiulngliuans
913 TNy diffuse alveolar hemorrhage (DAH)
910 capillaritis vilnsmelaaumal wasduiusAuenTINNg
Hetiingatafesay 35-507

Suazmaedietuilelalu GPA avmuh glomerulus
i crescent formation $2uAU necrotizing inflammation
waz periglomerular granulomatous inflammation lag
filadfeeny immune-complex deposits SN intersti-
tial inflammation La¥N1SONLAUTDIVADALAATUIALENLAT
na19 (small to medium vasculitis)*

nsifladousnlsnan vasculitis naudy axendeeinis
N9AALN WAZNITAIIANIG serology %"q;gﬂw GPA 3g
nuoufvafsalaultil proteinase 3 (anti-PR3 Ab) %39
c-ANCA Tg/onsUandna serology LaganNWENang 153N
Ieuandlilu ansnedl 1 uas 30 5
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A19199 1 81715 WA serology LAANWAYNIINYIBINE1VB9LIATLEAIDINIS pulmonary-renal syndrome”

Granulomatosis with

Microscopic polyangiitis Goodpasture syndrome

polyangiitis
Clinical:
ENT +++ Absent or mild Absent
Pulmonary Nodules, infiltrates, cavities DAH DAH
and/or DAH
Renal Glomerulonephritis Glomerulonephritis Glomerulonephritis
Serology: C-ANCA p-ANCA ABMA ”
Sensitivity 60-90% * 60-70% 90-100%
Target antigen Proteinase 3 (PR 3) Myeloperoxidase (MPO) Type IV collagen
Pathology:
Necrotizing vasculitis A FHF £
Granulomas ++ Absent Absent
Immunofluorescence Negative Negative Linear deposition

*Juu limited %39 generalized form **ABMA = anti-basement membrane antibodies
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Renal limited GN Any lung Any ENT Subslottic stenosis Lung with cavities

% of all ANCA-positive

s 06PR3-ANCA Positive s 9%6MPO-ANCA Positive

31]171 5 Frequency of c-ANCA and p-ANCA positivity in patients with a particular organ system involvement®
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15199 2 EUVAS grading of disease severity in AASV/

Disease Constitutional Serum creatinine Threatened organ
classification symptoms (mg/dL) involvement
Limited No <14 No
Early, generalized Yes <14 No
Active, generalized Yes <57 Yes
Severe Yes > 5.7 Yes
Refractory Yes Any Yes

Tnglunguilifu limited disease @gslaifornismale
ninszAuasLefiuludontoenit 1.4 un/ma. 91aNTUN
91 steroid 31U mycophenolate mofetil (MMF) 1¢ Tu
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