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A CASE OF DERMATOMYOSITIS WITH URETERAL CANCER
(Case No.712 of CPC)
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A 73~year-old man presented to our hospital with the complaints of facial rash, muscle weakness, and
dysphagia. The diagnosis of dermatomyositis was confirmed with blood tests and a biopsy of muscle under
the skin lesions. The dysphagia did not improve, although systemic steroid therapy was effective for the skin
rash. We administered enteral nutrition because of the dysphagia, and attempted balloon dilatation to improve
swallowing. Urinalysis revealed microscopic hematuria, and atypical cells. A urological malignancy was
suspected, but complications, such as sepsis, cutaneous emphysema, and pseudomembranous colitis,
prevented us from performing a thorough, full-body examination. On hospital day 134, computed
tomography of the abdomen showed enlargement of the para—aortic lymph nodes, and a massive lesion in the
right mid-ureter. The pathological diagnosis of the mass was urothelial carcinoma (G3>G2). The patient died
of sepsis. Autopsy revealed dermatomyositis with changes to the muscles and skin but few lymphocytes
because of steroid treatment, carcinoma of the right ureter with metastases to multiple organs, and a Gram—
negative bacillus infection of the wall of gastrostomy, which was the likely source of the sepsis.

(Tokyo Jikeikai Medical Journal 2013;128:53-61)
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J~—+ (creatine kinase: LA F CK) @ EH %D 7.
R RE 48 (dermatomyositis © LA FDM) Z &t
Tl X + 1 H RIS ER KM EE AR
ElroTz.
WEAEIEE @ MAE%E (657%), FEMEMELEME (685%)
FIERE - Ix L
REQFNY L BRRE 104/ H X 104F,

Kl E—)L 350 ml/ H X 50 4F
ARl B AT R,

& 155cm, RE 45 kg, R 36.7°C, I)JE
130/70 mmHg, AR 87[A1/4) - B, HMaIE R
BL, MRRERIAT AR U, ARG I PR AT
HZ#RDHD (Fig. 1A). EHDOHPIEEHMBEA &
A5 7[5 36 £ Ak (R U o B R B 2 1 S ALBE %2 320D
. N EROE, i K )EBH O %58
®% (Fig. 1B).

RN H/kE)  BEEEM2, =A%
A+/4+, FRE T BERG A4+, RS SEE Av4, F
Be & Hh 5 5/5, F-BIEIET e 5 5/5, WalEAS 4+/4+,
RIBVUBEA) 4+/4+, RIISE T 5/5, MEIER5/5

ABEReR AT L
(ifn & # Z ] WBC 5900 /1.1, RBC 445 J5 /4.1, Hb
14.1 g/dl, Ht 41.5 %, Pt 19.5 75 /11, AST 70 TU/,
ALT 36 IU/l, LDH 299 1U/1, T-Bil 1.0 mg/dl, AIP 216

Fig. 1. Skin rash
A: Facial eruptions
Violaceous discoloration of the eyelids associated with
periorbital edema. Confluent macular violaceous
erythema is seen on the forehead, the bridge of nose, and
the verge of the bilateral wings of nose, sparing the
nasolabial fold.
B: Eruptions on the hand
Scaly and patchy redness on the dorsum of the hand, over
the metacarpophalangeal and the proximal
interphalangeal joints.
Elongated eponychium, nail fold bleeding and periungual
erythema are seen.

(=N

1U/1, v -GT 16 TU/L,TP 6.1 g/dl, Alb 3.1 g/dl, CK 774
1U/1, CK-MB 30 IU/l, 7 )V R —¥ 8.8 U/l, 247
O E > 510 ng/ml, UN 20 mg/dl, Cr 0.48 mg/dl, Na
139 mmol/l, K 3.8 mmol/l, Cl 102 mmol/l, 7 = !J F
> 132 ng/ml, HbAlc 6.6 %, KL-6 368 U/ml, CRP
0.60 mg/dl, IgG 1209 mg/dl, IgA 241 mg/dl, IgM 115
mg/dl, IgE 514 IU/ml, RF 3.0 IU/ml A&, Hikzdifk
(BIZFHOGE) 406 GEERD, Pllo-1Hik7.0 U/
ml A&, MPO-ANCA 10 E * U A
UR—f¢EME] PH 5.5, L 1.022, [REH 1+,
REE ), 72k @eH, EUILEY (), U
oEy /=4 (@2, #im 3+, RBCLHEK/I
¥, WBC50 ~ 99/1 {HEF
(Fa B HiAd X ARG E] HERR S & OV fili B 12 S B2
HERDT.
U BB LS I 1% (magnetic resonance
imaging : MRD) ##] (Fig. 2A-E) :
1E R MBI T1 SR ARSI 1 3 W T = A1,
Mg —EEA, LR =SE O IE R EERRIR
OB, [FEROZALN RTINS BN, RhR
PUSEH IZR88 BTz,
U BERHARATE A (F5 B —8Af) ] (Fig. 3)
AT K O ARMERT D 1) > NERIEE, i
DZEHE, ZERZNEB K UESE, Fui%, AR

Fig. 2. Magnetic resonance imaging of the right upper arm
A: STIR image through the anterior aspect of the right
upper arm
B, C: Axial STIR images through the right upper arm
Hyperintensity areas are seen in the triceps brachii
muscle (arrows) and in the biceps brachii muscle
(triangles).
D, E: Axial T1 fat-suppressed image post gadolinium
administration demonstrates enhancement of the muscles,
suggesting myositis.
STIR: Coronal short tau inversion recovery
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Mz 5. HROHREI A EZH SN,

ABi#aftiE (Fig. 4) @ ABi#%, FEIEMEOEMB)
B L 72, B ICBUmES> 3 v 7 &>
Joo AORRA2g/ H% 14 HERS U BINEIX K
#L7. U Utk RIS A SR PR & R &
2o 7272, H15%E HICKE VIR & {7 L 7=
199 HICHi A 2 TT Uz, 5 B A i A
THRDOF R 220 DM &2 U=, BEMEE
JRB K OTRMIAEZ T/ MiHa L bb O i W el 2 58
O 7zl EMEE 2 T U 72250 S iz B 2 580
B0 . JEECT A Tldhb B KBk AE 12,
15 mm K D#EHIPERA 258072 (Fig. 5A). ¥
JEMRICH LE22FHMNS T L Ry 0250
mg/ A OG5 2B U=, 1BE% B eEEN
#ZRL, CKHIEF LD, W R %EL
ol AORIFALAEEGHOE 27 H X DK
VR R Y B U /=, 3 H O Clostridium
difficile pE £ F D5 ME & 75 o 72 7= O BIEME IS %%
EBW Lz, N>aA> 205 g/ HTIEL 7=
& T AKRERE TR EGE Uz,

SEYETF 21— TR AE—F hoa—LICEE
%, 9500 HICRTSEERIC R FRENHE L 7.
HEBCT MAETRKEYRT 2 — 73 aE
TOMBANNEIEL TR D, KEYIBE OB
S5EFTANOZELQRNANRENEE Z 5 N-. [EY)

Fig. 3. Muscle biopsy findings (HE)
Inflammatory cells round blood vessels. Muscle fibers
show atrophy, vacuolar degeneration, necrosis, central
nucleus, and regeneration.

BF 2 — 7 MSAMEEKEYHTF 2 —7 (7
Py AT 4w bO®) KEELE. £, AT
O RIGEERPIERRIC L B0 FEE O TREM
ZEUESTHHL Y 70U AZXDOH Z A
L7 TH o 727208 1699 HICH 1L 7=,
=2 — AR R T B U7z, W R RE
FILE LR . e MEERE T, bR
IS A ORURFEMI AN DR E0 57z, ik
WABE T DARMEILIZ K D B8 A L O B KBEE A5
ANz, Nb—ARREIC K ZHETH Y NEY
F—a EBR L. £-BEGRN 2 T L
Feo A5 K Bl TR e A8 P 28 VM R A ) 2 3R D
(Fig. 5B). U UARRIERS 2 D O 36 H3iee E BIE 2E
BT C&ERMo/z. H134WH ORI CT
WA TR U 7265 KBIR Y > /N - #iEka ) 2%
fiz@o7z (Fig. 5C). HUDTLT >F T T LK
Tl ERURAEERIC —B L 28N 2 7R
®7= (Fig. 5H). #5163% H OEE CT A TIING
BRI L OV B TR NS0 50 i i i
IZHtE N TH O, REMHICIEL The (Fig
5D). X7z, TNXOHRMAOLERIRE OILER
ZR 7= (Fig. 5E). #5169 % H 2 NG 508 A= 45,
RiEWEY, AREERERITUZ. ERABICR
REMWZY TIWVIAT > N hTF—F I E2EEL
oo RERBHRGEZ O IRERMOE EZWL /2.

e | i s i
YT a—
..........
¥ | Pstsomg 45 40 35 30 25 225 20 175 15 125 20
g Enteral nutrition
ICU [ [ ]
4% - Exchange PEG installation
29 of the tracheal tube
BT 58— to Adjustfit® ,\/\/V\/\/W\/\N
37 e N
1000 [ —[i0
500 B —Is
w00+ B /\ -
Skin rash
ea
PMC PMC PMC . PMC
50 100 150 200
Y rig.a

Fig. 4. Clinical course

PSL: prednisolone; FK506: tacrolimus; MEPM:
meropenem trihydrate; VCM; vancomycin hydrochloride;
ICU: intensive care unit; CK: creatine kinase; CRP:
C-reactive protein; BT: body temperature;

PEG: percutaneous endoscopic gastrostomy; PCI:
pneumatosis cystoides intestinalis; PMC:
pseudomembranous colitis
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Fig. 5.

Images of chest and abdomen on computed tomography (A~G) and whole-body 67Ga scintigraphy (H).

A:day 1. B: day 101. C: day 134. D~G: day 163. F: day 148.

A: A nodular mass (¢ 15mm) is seen in the right paraaortic area at the level of the lower pole of the right kidney, suspected to
the enlargement of lymph node (arrow) .

B: the paraaortic lymph node is increasing in size (arrow) .

C, H: Multiple abdominal lymph nodes are newly swelling (arrows). The inferior vena cava filter for thrombi in the left
common iliac vein (triangle).

D: Slightly high density area with dilatation is seen in the right ureter at the level of bifurcation of common iliac artery,
suspected to the ureteral tumor (arrow) .

E: The right pyeloureter is dilated (arrow).

F: Nodular lesions are seen in the liver and the pancreas (arrows).

G: Multiple nodular lesions are seen in the lung field (arrows).

H: The gallium accumulates in the swelling lymph nodes shown in Fig. 5C(arrows).

Fig. 6. A and B: Histologic features of the psoas muscle. The muscle bundles are widely replaced by fibrosis (A). Most remnant muscle

fibers show conspicuous atrophy and inflammatory cells almost completely disappear. C: Histologic features of the skin of the
upper leg. The epidermis shows a marked atrophic change. Inflammatory cell infiltration is not seen in the dermis. D: Histologic
features of the upper esophagus and swallowing-related muscles. The muscular tissues are replaced by fibrosis in various
degrees with the loss of muscle fibers.
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fiti, HFiEIC &8 25897 (Fig. 5F, 5G). D%
WME D 5 2@ A L 720, 5520898 HKIRL
7z.

HIR T L 51 1 IR 42 53 C, IS Tz,
ARICBWTIIEES, Ao, &0 REIBE
WWEALTHBD, REHRICEDEEZ SN
M B GRE S N, MBS ICIIEE DR
SNz, FifEZW (#2) % Table 11T/RY.

B, BRRERFOFTRTH 2, LHOMECZZ
NZ4700 cc DIRIMIERT K, 500 cc DI ifn 14 g7k
M, EEEICIE, 400 cc DIEVEIREIEKAIR S
nrz.

BECHIEHRICELTTHS. £2FOHNE
MRLZEZA, boEHMWELZERL TV
DOOGIERI T, DARARBRIUSER, MSHPLZ2EM, $H
R ST e, IR O A 3 L
LU CRHEIEICEBIR SN TR D, RIERHETEE
IZZEM LTz (Fig 6A, 6B). THEIMERAEBRIZ
2704 RIBEFEICKDWHRL TWiz, £ RKED
2704 RIEFEITEK D 2RO EE O N %
RYTATOA RIPEDHRD RSz, KD
T OHE TR FEM S RLE FER O ERL
THY, TTIREN ISR IBEEICL 5 BME
ZF T/ (Fig. 60). AERF]Cldme T K EE )3

FLr->THO, TOHBRRL TEENRN -
7273, RO BRI O O I EE O
e DIVE & P S B L CTH o 20%, Thic
INA T HL DT i D A ARAE AR 7 & Sy ind -
T FEENECZB O EHE SN~ (Fig 6D).
AFEFNTEOF U 72 REHE O IR, MRk GR T
HEDOTFET 2 O RE IR HEICHER L T, B
DIEEZRL TWa., FBIHERESE T, RHEANC
A S TWD (Fig. TA). FRRFANIZ IR Bk
¥ (G3>G2) T, HEAMBEZBAT, FEPFKE
HAICEMLTBO (Fig. 7B, 70), U »INER
B/NHSNLD (Fig. 7D). ZZWATF—F IV hEE
INTHD, ZHITKOKIRE, KEEICKHSE
EHRNTWE, EBBII2FEITIEN > Tz U
SONTPEICKREARE B, #iERE, o1 > XHEiT
LM 5 Tz (Fig. 8A) . F 72 MATHEI VI, [T,
BHE, MBI 57z (Fig. 8B-8D).
kit D AR N WUMAE 2 PFFE L 7273, ZDE DR
AMFELTEZSNLDIE, HEECRHRIT SN
BHETHD., HEOFIIIHBIELIC X 0
PERENTHD, BEEAXDEIL Tz, R
237 T LR E O BN RD S e (Fig.
9A-9D). ZINHDORAMF Lo LHfEES
n5.

E K
St

Fig. 7. Carcinoma of the right ureter. A: Macroscopic features of the primary lesion. The ureter shows segmental dilatation with
thickened wall. Slightly elevated tumor is seen on the inner surface of the ureter. B: Histologic features at low magnification.
Carcinoma invades the soft tissue beyond the muscularis propria. C: Carcinoma shows histologically urothelial carcinoma of
Grade2-3. D: Immnohistochemical staining for D2-40 reveals lymphatic invasion of carcinoma cells.
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Fig. 8. Metastasis of carcinoma of the ureter. A: Metastatic lesion around the abdominal aorta involving the lymph nodes and soft
tissue. B: Multiple liver metastases. C: Multiple lung metastases. D: Multiple metastases of the vertebrae.

Fig. 9. A: Macroscopic view of the stomach. Arrow shows the gastrostomy hole. B: The wall of the gastrostomy hole is ulcerated with
inflammation (arrow). C: Methylene blue staining reveals the colony of gram—negative bacillus. D: Peritonitis (dotted circle).
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Fig.10. A: Histologic features of the bone marrow. Extramedullary hematopoiesis is seen (inset; Immmunohistochemistry. Positive
cells for CD71 indicate groups of erythroblasts). B: Islets of Langerhans show remarkable hyalinization. C: A small lesion of

infarction is seen in the globus pallidus (arrow). D: Histologic features of angiomyolipoma (inset; Tumor cells are positive for
HMB45 immunohistochemically).

Tablel. Summary of pathologic findings.
JRERET (1)

1. BfEfhR
a. g bR EOE(L AR LI GIER 213 T & T DM OB & st OZHE, BiE & Ttk S sk,
b. AT 1A FEHIE & B D AT Z Ui B SRR D IR AE
C. 3 LR FENME A 7m T BRI AR « LBz s, RARBE. ),
oL FEERERE T ORI & 22 o 7o L HEE S D RERAE G A Sl T B T O FEE . Bl ML,
2. AREE,
a. iR
i) ARG : A PRE T O60mm (T ioTs B ARSI AL ) ARG - R HOE(G3>G2),
i 7> & JE PR DAL AR L2 I < IR,
b. JEEE DA Y
1) EEARMEIB KO o EIiER - RS IR K0 e U CRBIRE B O U 23 A 2 X AT IS B,
HEha U o NEiL S ) R,
i) i .M. FHEE R
3. PERRMENSHBELRALIC K D MM (7T ARRIERTIE )
4. KN/ IRR L7 BRRm 25,
5. A KM ERIME D /I MEFE,
6. FERI
S D FERE I KO BRI R BRI O SR e Y T LA,
7. FLEARG. ZEEREIC/MESERLOBAET S0 (3159)
8. AMERIEA(/E227g. 471959) : £%T 5 IR | hydropic degenerationis & % %6+ % fRAIAR RS 1 [ 4E,
9. £ O1.5mm K Dangiomyolipoma,
1 0. FAT#5MIEIE (11a%! Tubular adenoma with high grade atypia(20x10mm)) .
1 1. REVEZEME AR R, HORAR, MERAR,
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RS uYPJINTANAN = SONOL - 4= S U [ AR E YA N
iz H7=5 L TWwiz (Fig 10A). MORKHEE
{LELT, WERM (GBS WS 3o
1 Rk ) (Fig. 10B), % B 12 fifi 5L IR il 4
(350/400gr) , 2L FE LR A TEAMAEZEN A 5 7z (Fig.
100). UMk (315 @) ITIZFLEHEMI A & D ENM
I CONMEZES R SN, £ BRI B R
WA /N T i G B I 28 ER 0 5 172 (Fig.
10D). 78 BREIENG 28, B SUHARE | 3 A 12
BRWESNEN-S 7.

8 % DI ZRICFERICHE DO D S KDk S/ A

372> DT, [REBREZETREL TEHHE
ke DIGEREDIK T, & SICBUMED D > T
LD EEZZLN5.

m o= 2

DM D10 ~ 30 % ICEMEE NG T 2. &
ICOREE, ME, PO, B, KIBEE, EE,
FERDF U ONERASND?. L UREE
DEUImTH 2. REWEEGIEL 72 DM O L
3L OMBRLIS-H#PHTI3HE B 25056
HoV0. FNHEFEDTTable 21777, F
BRI 423800 5 77, BIEAH], WHE1IHITH > .

(=N

541 g 3 A3 70 LA b, 5Bt AN BIETH o
7z R O O R EIRE (BB1T)
FEETHD, TOMOMBEIIH TH D, W
INT D KRG 285 DR R EWRIE S D s B 2 W13
AIER HE DT R CIRE LB TH - 2. BHEIR
BRI R mm EIEHICHE L, MADEIKICA S
Lk - Bl N O E W, FRE IS K
BER & DR EE R DR FL 2 78 % i 1 B s o
NOEERY NIRRT S, F D7D R
T TCE LR TEER TR L T 5a0
%<, THRIIARARTHD. HEH 2L DEHE
BT IR & PR o ARG 2 58D Tz, FEE
ZWCiZES o7z, T LU TDMZKKELD
5 1 HIRICIREB DB T2 2RI 2R Y >
INHIEERS LU T e, 2 EBBNI AR L D i
Tzl TR X 2B ERE TARR T TITK
FBIRETH > 7. We FEFIIDM LIEMEM &
D12 ~60%IZHIT 27, W FEEDSHHIDM
DFEARKNTFTHOY Y, EIEEE - OFEZ
AT 2HEHH D0, MEINTWBIREERS
Of DMAE B 0 Tl [ 2 S 0F L T S REH]
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B HRERFEE LITT. REF S, ABED1 7%

Table 2. Review of 4 previously described patients and the present patient with dermatomyositis associated with ureteral cancer.
DM: dermatomyositis; IP: interstitial pneumonia; CK: creatine kinase; Ab: antibody; TNU: total nephroureterectomy

Period
Case A& (years). from the diagnosis of DM

S 1P
ex to that of ureteral cancer

Dysphagia

Therapy
To Outcome/ 2 i
DM/cancer Cause of death diagnosis

Anti-Jo-1 Ab Patological

reference
CK (TU/1)

1 58-F 14 months  unkown unkown
2 70-M 3 months No  unkown
3 77-M 3 months No No
4 42*M  simultaneous Yes No
5 73*M 5 months No  Yes

PSL,

Immuno Transitional
unkown  -suppressant unkown  cell (urothelial) 3)
carcinoma
e PSL it
. Transitional
784 /TNU Alive cell (urothelial) 4)
carcinoma
3(3-})8 PSL Died Transitional )

cell (urothelial)
/ chemotherapy /cancer  carcinoma

Unkown Died urothelial
225 None /1P carcinoma 6)
) PSL, Died . urothelial Present
850 tacrolimus  /SEpsis carcinoma case
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