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Arch Pathol Lab Med . 2000
Jan;124(1):71-81.

(PMID = 10629135)

Frequency of
Positive ANA
Disease Result, %
Diseases for which an ANA test is very useful for diagnosis
SLE 95-100
Systemic sclerosis (scleroderma) 60-80

Diseases for which an ANA test is somewhat useful for diagnosis

Sjogren syndrome 40-70
Idiopathic inflammatory myositis (dermatomyo-  30-80
sitis or polymyositis)

Diseases for which an ANA test is useful for monitoring or

prognosis

Juvenile chronic oligoarticular arthritis with 20-50
uveitis

Raynaud phenomenon 20-60

Conditions in which a positive ANA test result is an intrinsic
part of the diagnostic criteria

Drug-induced SLE ~100
Autoimmune hepatic disease ~100
MCTD ~100

> nizinEIGEEDZ 0 > 80fSLL L

Diseases for which an ANA test is not useful in diagnosis

Rheumatoid arthritis 30-50
Multiple sclerosis 25

Idiopathic thrombocytopenic purpura 10-30
Thyroid disease 30-50
Discoid lupus 5-25
Infectious diseases Varies widely
Malignancies Varies widely
Patients with silicone breast implants 15-25
Fibromyalgia 15-25

Relatives of patients with autoimmune diseases 5-25
(SLE or scleroderma)

Normal personst
=1:40 20-30
=1:80 10-12
=1:160 5
=1:320 3

*IF indicates immunofluorescent; ANA, antinuclear antibody; SLE,
systemic lupus erythematosus; and MCTD, mixed connective tissue dis-
ease.

EEA10%
EE AN 5%

160884 L



SLE EULAR/ACR classification 2019

Entry criterion
Antinuclear antibodies (ANA) at a titer of 21:80 on HEp-2 cells or an equivalent positive test (ever)

)

If absent, do not classify as SLE
If present, apply additive criteria

Additive criteria
Do not count a criterion if there is a more likely explanation than SLE.
Occurrence of a criterion on at least one occasion is sufficient.
SLE classification requires at least one clinical criterion and 210 points.
Criteria need not occur simultaneously.
Within each domain, only the highest weighted criterion is counted toward the total score§.

Clinical domains and criteria Weight | Immunology domains and criteria Weight
Constitutional Antiphospholipid antibodies

Fever 2 Anti-cardiolipin antibodies OR
Hematologic Anti-B2GP1 antibodies OR

Leukopenia 3 Lupus anticoagulant 2

Thrombocytopenia 4 Complement proteins

Autoimmune hemolysis 4 Low C3 OR low C4 3
Neuropsychiatric Low C3 AND low C4 4

Delirium 2 SLE-specific antibodies

Psychosis 3 Anti-dsDNA antibody* OR

Seizure 5 Anti-Smith antibody 6
Mucocutaneous

Non-scarring alopecia 2

Oral ulcers 2

Subacute cutaneous OR discoid lupus 4

Acute cutaneous lupus 6
Serosal

Pleural or pericardial effusion 5

Acute pericarditis 6
Musculoskeletal

Joint involvement 6
Renal

Proteinuria >0.5g/24h 4

Renal biopsy Class Il or V lupus nephritis 8

Renal biopsy Class IIl or IV lupus nephritis 10

Total score:

3

Classify as Systemic Lupus Erythematosus with a score of 10 or more if entry criterion fulfilled.

- ZIE=1:800A (RE97.8%)
* ANAF—E TERTESHADIEE
- ANABOMELAE T BRIR/ %=l HZ M=,
FERPRIEEH 1D EN D10 A ETHE.
- [RRIYE, 2R, BIEEE MMD B C REikE
CTHIATEDIERENMRUIRLN,
* DFABAE(IZIREETI(IRN.
—>“SLEN &G ERRI ([CEZZhV 7 $ 14,
x ANATEDIZS, s lidZE{E(

BRERTEEHBE UL
—J 7 O— /BB REETERAAI SR,

Aringer M, et al. Arthritis Rheumatol. 2019;71(9):1400-1412.
( PMID = 31385462 )
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Table 2. Comparison of those who progressed and did not progress to a systemic autoimmune rheumatic disease
over two years*

Progressors Nonprogressors Relative risk

Manifestations (n=23),n (%) (n=184), n (%) (95% Cl)
Fever 0 2(1) 0.89 (0.85-0.93)
Leukopenia 3(13) 6 (3) 1.28 (0.81-2.04)
Thrombocytopenia 2(8.7) 1(0.5) 1.79 (0.36-8.90)
Lymphopenia 2(8.7) 10 (5.4) 1.05(0.81-1.36)
Autoimmune hemolysis 2(8.7) 0 2.69 (NA)
Nonscarring alopecia 4(17.4) 3(1.6) 1.81(0.77-4.26)
Oral ulcers 2(8.7) 21 1.49 (0.56-3.99)
Subacute cutaneous or discoid lupus 2(8.7) 0 2.69 (NA)
Acute cutaneous lupus 2(8.7) 3(1.6) 1.34(0.66-2.75)
Photosensitivity 1(4.3) 7 (3.8) 1.00(0.77-1.31)
Raynaud phenomenon 7 (30.4) 24 (13.0) 1.16(0.96-1.42)
Pleural or pericardial effusion 1(4.3) 0 1.79 (NA)
Acute pericarditis 2(8.7) 2(1) 1.49 (0.56-3.99)
Arthritis 12 (52.2) 13(7.0) 1.74 (1.20-2.55)
Proteinuria >0.5 g per 24 h 1(4.3) 0 1.79 (NA)
Low C3 or C4 5(21.7) 12 (6.5) 1.25(0.92-1.71)
Anti-dsDNA or anti-Smith 6 (26) 17 (9.2) 1.21 (0.95-1.55)
Anti-cardiolipin or anti-32GP1 or 0 1(0.5) 0.89 (0.87-0.93)

lupus anticoagulant

Ro antibody 10 (43.4) 54(29.3) 1.07 (0.96-1.21)
La antibody 5(21.7) 14 (76.0) 1.21(0.92-1.58)
Sm antibody 2(8.7) 5(2.7) 1.19(0.74-1.91)
SmRNP antibody 3(13.0) 1(6.0) 1.12 (0.85-1.48)
RNP antibody 6 (26.0) 17 (9.2) 1.21(0.95-1.55)
ScL70 antibody 1(4.3) (6.0) 0.96 (0.80-1.15)
Jo1 antibody 0 NA
Centromere antibody 1(4.3) (5 4) 0.97 (0.80-1.18)
Chromatin antibody 2(8.7) 2(6.5) 1.03(0.83-1.28)
Ribosomal P antibody 0 0 NA

*None of the patients developed delirium, psychosis, seizures, or class II-V lupus nephritis. Bold denotes signifi-
cance. Cl, confidence interval; dsDNA, double-stranded DNA; NA, not applicable.

IAIARE OB E B TRIRRIREA
BIT=1IZ20761 (FFEDB CREREIC
HEMNDFE CETRVVEIEFRBEESD).

2ETHDEEREA206IHER.
(SLE 1141, SjD 54, SSc 341, RA 1)

15(CEETR(E, SLEERHIDI1%I(CH DT
RNPHUABZ MR (&R UTZE (CZ L MEM).

* FPIERIR T OEIREHT
MzInEFESAOINERIENESH D,
EEZTERABEL R OTEERE,

Johnson SR, et al. ACR Open Rheumatol. 2024c;6(12):871-877.
( PMID = 39348240 )







* Hep-2#lAa :

E MMREEDY AR _E RZFHRER
—EFR(CIBET BB ZIFD

/})\ FITCﬂfﬁ/)\
we / - * FUZENE & (T

I I

METUAH S E EHITE SN
ma. mM(CEEEIRD T
MEDHRIRGEZR(=N)

A R (HEp-2i53#a)

R (HEp-2$8 iR LREMAFONBNBERBI LS |
41 ®%

SRR EHBMBIE ML/ T OT UV RBEFRABERIGE D
4 =9

o S el ERYEOHENERR

MBL Z)LA0O HEPANA-27X  IR—LAR—>



ING —2> ETRBDII i

O mEhLF

@D Homogeneous SLE - HE®EMFX

(2 Speckled R %I ITE D

3 Nucleolar MU - > —7J L V¥F

SRR/ RER
JRFMERB A EREE &

@ Centromere EME{LE - >z —27 L VR
[RFEMERBR A ERRE

O HHREIF ZHRMEHR/ BB - > — 7L VR
SLE (I HRXHRRE) -
JRFMERB AR E &




ANA Pattern Azt A b
https://www.anapatterns.org/
view_pattern.php?pattern=3

HEp-2 cell patterns

Negative

-*- -EH

Competent-level
Expert-level report
Metaphase plate is stained
*Classification tree updated September 2021

¥ E T

Shown only in
selected slides




§1
§ 2
§3
§ 4
§5

BiX

T EY)FDEE

A/ fife BiR (F8am

niZmED&E/INT—>
miiRENARDRZ /T -2
T KIS B AR

)



Nuclear Homogeneous
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Dense Fine Speckled

AC2 : Dense Fine Speckled Condition Prevalence

*FiHE © DFS70 - LEDGF-p75 Vogt-Koyanagi- 66.7% Undifferentiated 8%
Harada connective tissue
Atopic dermatitis 30% disease
Systemic lupus 2%
. erythematosus
Sjogren's syndrome 11%
Systemic sclerosis 0.6%
Healthy 11%
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Nuclear Fine Speckled
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RNA-binding proteins

& REDRIRE & BAME(CEE LR,

- i37 UJ=SjDTSS-A/SS-BE AR 4E T (S,
D. Y RNA tethers Ro60 to effector proteins E. Y RNA tethers Ro60 to regulatory proteins B%H H,E_JJ 5E’|‘$1 t‘b IJ >} ()iEEE ylﬁll‘iﬁiﬁﬁg t
(ﬁ BEE Y D EDRLERIITFIE.

Ro 52

PO Boccitto M, et al. Crit Rev Biochem Mol Biol. 2019;54(2):133-152.
thering of Ro60 to PNPase forms RYPER, Y3 RNA tethers Ro60 to ZBP1 to adapt the Ro60/Y3 complex ( PM'D = 31084369 )

an RNA degradation machine specialized for structured RNA decay for CRM1-mediated nuclear export



Nuclear Large/Coarse Speckled

AC5 : Nuclear Large/Coarse Speckled
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AC29 : DNA topoisomerase | - like

AC4 D & 5 7 Speckled pattern7=A°,
BUMSEIHOEEAN HACLE XFIE NS

DNAANY A—E¥ A _ER B sz 3L <IN T,

DNAICEE T ETENIEPAHETETLE S

—PFRAY AT —=FIFENZEY R T-DIC
DNAD FH IC—FRICUNEH & ANT
RENziEo-%IC, InhBE o4 <

H1Scl70¥t{Ek (Scleroderma - 70kdDIZ H3k)
—1975F (CTanb Il > TRRE I NI

— O F AR FERRL BY 58 f7 fiF |2 A iR
—Z D%, WISTHEN R4 Y X Z—+ | & HIR

| 2\
Replication machinery ‘ M g ’\é
Transcription machinery s g e P\:v_)ﬁi(,woom L0
Chromatin n’-nmdﬂtliﬂ::) ~ f//rL Lv//
W
X
{}U;U Nuclea
'S
b 42
RO RO O N =N D
s K/‘ o 1/ P 4
%Y Q b 2 g
N \1\%’/ ) (2
BAN) — e =% g 3
g 2 . D 5 &
() r) Q r) 9 O
= R g
/'\1 Q’O{ / (
B g% ) §
' b % &
=7 R oo
VLTOP]
percoiled DNA J Relaxed DNA
TOP1 cleavage
complex
(TOP1cc)
75 e Sy v
| ) i - (l (i ()
\.!—PW?«"T*; 1 1121 g e Ol 1 PP Nat Rev Cancer .
WAV WY LA 2006 Oct;6(10):789-802.

(PMID = 16990856 )



AC6 : Multiple Nucleolar Dots

YeHE : NXP2 - SP-1007: &

BEE : 6~201F K DEEELT 2B S

Bk ERBESE

- EEER ST/ L RIERH
- har R TR
JRF B TERBE

AC9 : Clumpy Nucleolar

YEsHE © U3-RNP - fibrillarinzs &
S

M sih il cORERERLE %
5 BUIMEK - = ILIMED e
FREL G BEE . 25 MmEANE

Nucleolar Pattern

AC10 : Punctate Nucleolar

SHE : RNARY X5 —+ | i &
S AR OBIMEIZE TS
BT AR AN R

Bl LBEER: - 25 4EEEAE

- SjogrenfEf=EE - B4ES




§1
§ 2
§ 3
§4
§5

BiX

T EY)FDEE

A/ fife BiR (F8am

TR DZ I\ T — >
nfilkEnEDOE/INT—>
T KIS B AR

)



nMlEn#EO

AC15 : Cytoplasmic Fibrillar Linear

XIIR : POFYv - TFOV

S MRORBMARICANDEIROEE
fRlEE L BESR

- BB IERG S B SR B IETA

- ABMEHCV BE

U Ty 7iE(IgARY)

AC19 : Cytoplasmic dense fine speckled

& 4

xtioit| - PL-7 - PL-12 - YRy —LPEHR
158 MRRE 2 ICEICLD D
GELLBESR:

- SLECEFIC iRt IL — 7' R)

- RIEEFR S



nMlEn#E

AC20 : Cytoplasmic Fibrillar Linear AC21 : Cytoplasmic Reticular/AMA

e

N 0

WRPtE : Jo-1 - e RFPILIRNA & REER HIiomE : 2 barkyY7

TR BT 2 REDO/NTWLIEN T, FEA LR 58 lRBEalIChTc > TED S
B BH 5 WISHBEHRNE DT R ZH S FWFERDIR, BREEIRDZE

FBlE L G BRE | RIEMERHKR fatE& 4 %%E : PBC - SSch &



BiX
§1 HHRREYIFDIES
§2 TR/ IiBETR (75w )
§3 MBIUURDR/\T—>
§4 fHuileBiADR/\F—2
§5 irhEkHilaSnA




FEHFENS5ESD. ANCAL(TL?

ANCA(Anti-neutrophil cytoplasmic antibodies)
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MPO-ANCA - PR3-ANCA c-ANCA p-ANCA

O 1 .r L .1 & I T I T
0 01 02 03 04 05 06 07 08 09 1

Lrspecifcty 27427 MEBLUX™MF Z | PR3-ANCA BG K — A —3 & U
BHEENSL., BEFEOEETII, HIEIN\NF—2OBRERTHD ., MEMRITZSE.

HATFEL D EREGENS EDHSEHD. — REISVH. IFEE(TEL

=9 (d. ELISA7ATMPO-ANCA - PR3-ANCAZAITE
> BETHEXDEDLWNESE. MOELISAEERT HNEESAREEETS




HAAAAVTODANCARER

i PRI B MPO-ANCA[Z£  PR3-ANCARZE

MPA 98.2% 3.3%
GPA 59.3% 39.5%
EGPA 45.2% 2.4%

- HARAGPATI(IECR EFEIRD, MPO-ANCABZTEFID MR S IR0,
- EGPA(ZHIFZUNMPO-ANCARZETZHY, ANCAIZETHEEBET %73&\
- MPO/PR3(IEEBG & — X —XIGE T, BERE/EE/RIEEHRST

Sada KE, et al. Mod Rheumatol. 2023;34(1):144-150.
( PMID = 36715080 )
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Nat Rev Rheumatol. 2017 Nov;13(11):683-692
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