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Table 1

Bohan and Peter Diagnostic Criteria®’-* n ] n 1 N

Proximal and symmaetrical muscle weakness of the
pelvic and scapular girdle, anterior flexors of the neck,
progressing for weeks to months, with or without
dysphagia or involvement of reparatory muscles.

D' N'70'07NS DMWY NYWRIN YV

Elevation of the serum levels of skeletal muscle enzymes:
B creatine phosphokinase, aspartate aminotransferase,

lactate dehydrogenase, and aldolase. N9 IUJ ,3.) , OTN 0119 '711 NNIO5N ‘/
Electromyography characteristic of myopathy (short and
(o small motor units, fibrillations, positive pointy waves, alPi)a) CP K\/

insertional irritability and repetitive high-frequency firing).

D Muscle biopsy showing necrosis, phagocytosis, regeneration, o'uT'Tinm '7@) I']UE):_ EMG\/

perifascicular atrophy, perivascular inflammatory exudate.

Typical cutaneous changes:
# heliotrope with periorbital edema and violaceous erythema;
= Cottron’s sign: vasculitis in the elbow, metacarpophalangeal,

and proximal iterphalangeal joints. DM -7 D'n'XNnN D'R¥NN : YW N'ooIraY

Criteria for DM

Definitive Three criteria (A, B, Cor D) + E
Probable Two criteria (A, B, CorD) + E

Possihle One criterion (A, B, CorD) + E
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Source: Usatine RP, Smith MA, Mayeaux E), Chumiey HS: The Color Atlas
of Farnily Medhaine, Second EQIDIOn: www.dicessmedicine.com

Copyright © The McGraw-Hill Companies, Inc. All rights reserved
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anti-Jo-1 ab Yy
anti-PL-7 ab Yy
anti-PL-12 ab i)
anti-SRP-54 ab iy
anti-Mi-2 ab e

s ANTI TIF1y

anti-PM-3cl-100 ab iy
anti-5cl-70 ab Yy
anti-EJ ab iy
anti-MDA-5 ab Yy

anti-TIF1-y ab N

anti-35AR052 ab iy
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Targoff IN, Mamyrova G, Trieu EP, et al. A novel autoantibody to a 155-kd protein is associated with dermatomyositis.
Arthritis Rheum. 2006; 54:3682—-3689.
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Table 1. Fl’equency Of aﬂtl-p]ss autoan[ibOdiCS in paticn[ Clinical Terrance P. O'Hanlon,? Frederick W. Miller,? and Lisa G. Rider,? for the Childhood Myositis

Heterogeneity and International Myositis Collaborative Study Groups

groups*
No. (%) of subjects
Clinical group (n) positive for anti-p155
All I1IM (244) 51(21)
Juvenile DM (103) 30 (29)
Juvenile PM (9) 0(0)
Juvenile CTD-associated myositis (15)F 5(33)
DM (39) 8 (21)
PM (48) - 0(0)

Cancer-aciated myositis (8§ 6 (75)

\J < vV J (U
All non-IIM (138) 1(0.7)
SLE (49) 1(2)
SSc (18) 0(0)
Other CTD (8) 0(0)
Other myopathies (41)1 0(0)
Healthy controls (22) 0(0)
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Usefulness of Anti-p155 Autoantibody for
Diagnosing Cancer-Associated Dermatomyositis

A Systematic Review and Meta-Analysis
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Table 1. Charactenstics of the studies included in the meta-analysis®
Total no. No. positiee
Method of  positive for for antbodies
Author, year  Study No.of Lengthof Annbodies antibody antibodies  tested who Mo, of patents with
(ref) design Inclusion critena paticnts  followup determined detcrmination tested had cancer Chutcome measurce malignancics
Targoff et al, Cohort Adult patients diagnosed 45 Mot Anti-pl55 1P aszays wsing 14 & CAM, defined & (tvpe of malignancy
20606 (10 siudy as having defimite or spociiicd or anti- leukemia according to the not specificd)
probable DM using the pla5/f cell hne Love et al
Bohan and Peter criteria 1400 K562 or classification (32
(21,22}, included Hela cells (=1 year between
betwesn 1997 and 2000 cancer and DA
diagmosis)
Kaj et al, Cohort Adult patients diagnosed 49 JAL least 3 Anti-pl55) TP aszays using T 5 Malipnancies 10 (2 gastric, 2 lung, 1
20007 (11) situdy as having defimite or years for 140 leukemia {(CAM cnitena breast, 1
probable DM w=ing the all cell hne not defined, but gallbladder, 1
Bohan and Peter (21,22) patientst K562 all neoplasms malignant thymoma,
or Sontheimer (23) diagnosed <3 1 pharyngeal, and 1
critcria, included vears within DDA renalyt
hetweessn 1995 and 205 dimemansisy
Chinoy 15 (4 breast, 3
2007 Ivmphoma, 2
I F 1 I v 4 1 O 1 ovarian, 2 bladder, 1
- - colon, 1 cecum, 1
I v D u D I I I I I n 0 uterine, and 1
csophageal)
Gunaw, ' | I ‘ I N n n I n I l I 9 3 (tvpe of malignancy
ct al, not specificd)
{13)
(21,22} inclusion dates CAM criteria)
were not specified
Fujikawa et Cohort Adult patients diagnosed 30 Mean = 3D Ant-pl55/ TP assays using 5 5 Malignancies (no 5 (2 lung, 1 ovarian, 1
al, 200 study as having defimite or 45 = 26 1400 leukemia CAM critenia) gastric and colon,
(14) probable DM u=ing the VEATS cell line and 1 prostate and
Bohan and Peter (21,22) E562 codon)
or Sontheimer (23)
criteria, included
betwesn 1999 and 2007
Trallero- Cohort Adult patients diagnosed 65 Median 4 Anti-pl55 TP assays using 15 10 CAM, defined 14 (4 breast, 3
Araguis ot study as having defimite or VEATS Hela cells according to ovarian, 2 lung, 1
al, 2010 probable DM wsing the (IR temporal crnitena codon, 1
{13) Bohan and Peter (21,22) 1.9-T.2) proposed by cholangiocarcinoma,
or Sonthcimer (23 =TT% Troyanowv ct al 1 cervix, 1 gastric,
CTIECTIA, includcﬁ ! N Enllcuwcd. - s - s (25) in their and 1 lymphoma)
between 1983 and 2007 up for =3 modificd Bohan

years)

and Peter
classification
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POSITIVE PREDICTIVE VALUE — 56% v

NEGATIVE PREDICTIVE VALUE — 95% v




Arthritis Rheum. 2013 November ; 63(11): 2954-2962_ do1:10.1002/art. 38093

Most Patients With Cancer-Associated Dermatomyositis Have
Antibodies to Nuclear Matrix Protein NXP-2 or Transcription
Intermediary Factor 1y

David F. Fiorentino, MD, PhD', Lorinda S. Chung, MD, MSZ, Lisa Christopher-Stine, MD,

MPH?3 Lisa Zaba, MD, PhD', Shufeng Li, MS! Andrew L. Mammen, MD, PhD3, Antony
Rosen, MB ChB3. and Livia Casciola-Rosen, PhD?

1Stanford University School of Medicine, Stanford, California 2VA Palo Alto Health Care System,
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Characteristics of the patients in the 2 cohorts studied”

Sex

Female T8 (70) 75 (74) 153 (72)

Male 35 (300 X127 60 (28)
Ethnicity

White (only) 73 (66) 82 (80) 155 (73)

White (Latino) 11(9.9) (1)) 11 (5.2)

Asian 20 (18) 3(3.0) 23 (11)

African AmeTican 6(5.4) 12 (12) 18 (8.3)

Other/'missing 1(0.9) 5049 6(2.8)
Age at diagnosis, years

Median (range) 471 (4.6-86.9) 46.9 (10.8-80.1) 470(4.6-869)

Mean + 5D 48116 478+ 15 480+ 16
Followup, years

Median (range) 43(02-384) 40(0.3-294) 41(02-384)

Mean = 5D 5654 46=34 32=46
Followup =3 years 76 (68) 4 (73) 151 (71)
Climecally amyopathic disease 23(21) 15(15) B8

E
Except where indicated otherwise, values are the mumber (%) of patients. There were no significant differences between the groups except for
ethnicity (F = 0.0001).



Frequency of cancers and autoantibodies”

Stanford University (n =111) Johns Hopkins University (n = 102) Total (n =213)

Cancer 17 ({13.3) 12(11.8) 19 13.8)

Anb-NXP-2
With cancer s . 0 Dy 1NaIX NXP-2 ny n'2iInnn 24%
Without cancer 10 18 22 RN
Total 15(13.5) 22(21.6) T4

Anti-TIF-1y
With cancer 8 7 15 12N2IX Anti-TIF-1y oy 0'2ininn 18%
Without cancer 34 33 a7 NIN'NNN DY
Total 42(37.8) 40 (39.2) 22 (384

Other autoantibodies
i et Y v s n78 D1TAR X77 0'7innn 5%
Without cancer 51 40 01 =1
Total 350495 41 (40.2) 26 (45.1) NN'XNN DY 1DNAIX

x
Values are the number or number (%) of patients. There were no significant differences between the cohorts. Anti-TIF-1 y= anti-transcnption
mtermediary factor 1y

f
"P = 0.03 versus no cancer.

IP = [.003 versus no cancer.
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Age and cancer distribution as a function of autoantibody status. A, Total numbers of

patients in each age group for each antibody (Ab) class. Shaded portions of the bars

represent actual numbers of patients with cancer-associated dermatomyositis (DM). B,

Percentage of patients in each age group with cancer-associated DM. See Figure 1 for other

definitions.




Age, sex. and antibodies as risk factors for cancer (multivariate analysis)”

Covariates in model OR 9% CIy P
Anti-NXP-2, age, sex
Age, per year 1.06 (1.03-1.09) 0.0002
Male 27({1.1-64) 0.025
Anti-NXP-2 25(09-6.7) 0.069
Anti-TIF-1y, age, sex
Age, per year 1.06 (1.02-1.09}  0.0005
Male 3.0(1.3-7.0 0.012
Anti-TIF-1y 1.6 (0.7-3.8) 0.29
Anti-NXP-2 or anti-TIF-1y, age, sex
Age, per year 1.05(1.02-1.08) 0.0013
Male 29({12-69) 0.018

Anti-NXP-2 or anti-TIF-1y 3.8 (1.3-10.8) 0.013
Age, anti-NXP-2 (males only)

Anti-NXP-2 58(14-247) 0018

Age, per year 1.05(1.01-1.10)  0.018
Age, anti-NXP-2 (females only)

Anti-NXP-2 1.1(0.2-54) 095

Age, per year 1.06 (1.02-1.11) 0.006

*
OF. = odds ratio; 93% CI = 93% confidence interval (see Table 2 for other definitions).
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Distinctive cutaneous and systemic features associated with
antitranscriptional intermediary factor-1y antibodies in adults
with dermatomyositis
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City
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Patient characteristics ‘/ ‘/ ‘/ \/

; — — . ; ‘ N

Variable Igi.l;%;ﬁ 3{.3&.:%]3 H?ﬁﬁ'%:} ’ %ﬁ‘;ﬁ gj._;%? l(i.é}i""'l; a??n’-f%sl' " S 13 :ﬂue?
Sex. n (%) 055

Male 7(15) 3 (38) 2 (62) 21022) 1(17) 4(24) 2 (35) 3728)

Female 39 (25) 5 (63) 5 (38) 7(78) 5 (83) 13(76)  15(65)  97(7D)
Age at diagnosis, v, mean (SD)  49.5(159) 552 (11.0) S518(184) 480(159) 457(128) 464(154) 431(19.0) 484(164) 67
Race. n (%) 0081

African American 1) 1(12.5) 0 (0) 0(0) 1(167) 1(59) 1(8.7) 6(5)

Asian 3(7) 1(12.5 2(154) 0 1(167) 6353) 287 15 (11)

Caucasian 33(72) 3075 9(69.2)  6(667)  4(667)  6(353)  18(783) 88 (66)

Latino g0 Y e R YO T €A T00) 5 0) YEEY e (10

Pacific Islander 114 0(0) 1(7.7) 0 @) 0(0) 4023.5) 0 (0) 8(6)
Follow-up, y, mean (SD) 50(3.9)  S6(11.0) 82(102) 64(49) 3525 4339 7947  S53(.1) 068
Tobaceo [yes or past], n (%) 6 (14) 3(375) 4286 444 1(167)  2(118)  4(174)  28(209) 58
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TIFly+ TIFly -
Internal malignancy. n (%) 10 (22) 8(11) 12
Interstitial lung disease. n (%) 2(3) 18 (27) 0040
— Climcally amvopathic, n (%o) 12 (26) 16 (21) 66
CK (maximum), mean (5D) 342 (393) 2317 (6177) .027
Aldolase (maximum), mean (5D) 8.2(4.2) 16 (15.7) 00010
Eeview of systems. n (%)
Raynaud phenomenon 4(11) 23 (33) 017
Hand swelling 8(31) 19 (37) 80
Dysphagia 16 (37) 30 (44) 35
Arthralgia/arthritis 13 (36) 41 (39) 031
Prunitus 40 (89) 48 (71) 036

CK. Creatine kinase; T'fF. transcriptional intermediary factor.
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Topicals Dapsone
Corticosteroids Thahdomide
ﬁ::;:;:z':: " Leflunomide Stem-cell
Antimalasiale T MMF Calcineurin transplantation
HCO vs. CQ IVIG inhihitors Plasmapheresis
HCQ + quinacrine :D :D :D Azathioprine :D Total body
CQ + guinacrine Cyclophosphamide irradiation
Strjqj:t phnljll:npmtectiun T REE
Antipruritics TNF-ctinhibitors
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