
 

 

Case Rep Gastroenterol 2018;12:622–628 

DOI: 10.1159/000493185 
Published online: October 23, 2018 

© 2018 The Author(s) 
Published by S. Karger AG, Basel  
www.karger.com/crg 

This article is licensed under the Creative Commons Attribution-NonCommercial 4.0 

International License (CC BY-NC) (http://www.karger.com/Services/OpenAccessLicense). 

Usage and distribution for commercial purposes requires written permission. 

 

 

           
 

 Jungo Yasuda, MD 
Department of Surgery, The Jikei University School of Medicine 
3-25-8 Nishi-shimbashi 
Minato-ku, Tokyo 105-8471 (Japan) 
E-Mail j.yasuda@jikei.ac.jp 
 
  

Single Case 

 

A Successfully Treated Case of 
Intrahepatic Cholangiocarcinoma with 
Exacerbation of Dermatomyositis 

Jungo Yasuda    Shinji Onda    Hironori Shiozaki    Takeshi Gocho    

Hiroaki Shiba    Katsuhiko Yanaga     

Department of Surgery, The Jikei University School of Medicine, Tokyo, Japan 

Keywords 

Dermatomyositis · Intrahepatic cholangiocarcinoma · Paraneoplastic syndrome 

Abstract 

Dermatomyositis (DM) is often found in conjunction with malignant tumors such as lung, cer-

vical, and breast cancer. However, the association with intrahepatic cholangiocarcinoma (ICC) 

is extremely rare. Moreover, to our knowledge, there have been no previous reports of DM 

discovered because of exacerbation of DM. Our case was a 44-year-old female with dry cough, 

myalgia, and arthralgia. We performed hepatic resection for intrahepatic ICC. She was diag-

nosed with DM, and combination treatment with prednisolone and tacrolimus was started. 

During outpatient visits, her symptoms worsened, and she was hospitalized due to deteriora-

tion of her primary disease. On detailed examination, a malignant lesion in the liver was dis-

covered. After operation, the symptoms of DM remain stable by taking prednisolone and tac-

rolimus. The patient was suspected to have paraneoplastic syndrome, which was discovered 

due to the exacerbation of the DM that was caused by the intrahepatic ICC. 
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Introduction 

Dermatomyositis (DM) is an idiopathic inflammatory myositis characterized by muscle 
pain, muscle weakness, and skin rash [1]. DM is often concomitant with malignant tumors 
such as gastric cancer, lung cancer, malignant lymphoma, ovarian carcinoma, breast cancer, 
and colorectal cancer. Concomitant occurrence with intrahepatic cholangiocarcinoma (ICC) is 
extremely rare [2]. We herein report a successful treated case of ICC which was detected dur-
ing exacerbation of DM. 

Case Presentation 

A 44-year-old female had been suffering from dry cough, myalgia, and arthralgia since 
2013 and was diagnosed as DM (Table 1). Her symptoms were abated by combination treat-
ment using prednisolone and tacrolimus. However, the cough, pyrexia, and arthralgia re-
curred due to the exacerbation of DM. The patient was admitted to our hospital for further 
checkup and treatment. Laboratory data showed that her white blood cell count and C-reac-
tive protein levels were elevated. Her serum carcinoembryonic antigen and carbohydrate an-
tigen 19-9 were not elevated (Table 2). Enhanced computed tomography showed a 20-mm 
low-density tumor with a gradual enhancement in segment 4 of the liver (Fig. 1a). Ultrasonog-
raphy showed a 20-mm tumor in segment 4 of the liver (Fig. 1b). In magnetic resonance im-
aging (MRI), the tumor had a weak signal intensity on T1-weighted images and a strong signal 
intensity on T2-weighted and diffusion-weighted images. In the dynamic study of MRI, en-
hancement of the edge of the tumor was gradually increased from the early to the late phase 
(Fig. 1c). Following the diagnosis of ICC in segment 4 of the liver, hepatic medial seg-
mentectomy and cholecystectomy were performed. In the resected specimen, macroscopic 
findings consisted of a solid hepatic tumor with the diameter of 35 × 25 × 21 mm (Fig. 2). The 
pathological diagnosis was moderately differentiated adenocarcinoma with vascular inva-
sions and without lymph node metastasis (pStage III). The tumor consists of cells with coarse 
chromatin (Fig. 3). Many of the tumors have tube formation and immunohistological findings 
of intrahepatic ICC and moderately differentiated adenocarcinoma with CK7 (+), CK 19 (+), 
and CK 20 (–) (Fig. 4). The patient made a satisfactory recovery with no postoperative com-
plications and was transferred to the Department of the Internal Medicine to treat DM with 
tacrolimus 5 mg/day and prednisone 20 mg/day. The patient was discharged on postopera-
tive day 23. Since this case was a high-risk case of stage III with vascular invasion, adjuvant 
chemotherapy using S-1 for 6 months was performed. The patient has remained well without 
recurrence of ICC or relapse of DM after hepatic resection. 

Discussion 

The incidence of concomitant malignant tumors in patients with DM is quite high, ranging 
from 15 to 32% [2, 3], and significantly higher than those in people without DM. The relative 
risk of cancer was 2.4 (95% confidence interval, 1.6–3.6) in the male patients and 3.4 (95% 
confidence interval, 2.4–4.7) in the female patients [3]. Among Japanese patients, the frequent 
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concomitant malignant tumors with DM consist of gastric, lung, uterine, breast, and liver can-
cers [4, 5]. Concomitance of ICC with DM is extremely rare. 

Genetic changes caused by a viral infection or changes in the immune system such as an 
antigen-antibody reaction of DM may be one of the possible mechanisms of the association 
between DM and the development of malignant tumors [6, 7]. However, the detailed mecha-
nisms are still unclear. There have been reported cases of malignant tumors, which were de-
tected with the exacerbation of DM and with the improvement of the symptoms of DM after 
treatment of the malignant tumor [3]. One-third of the DM patients with malignant tumors are 
cured by treatment, including resection of the tumor [8]. We herein reported a successfully 
treated case of ICC by hepatic resection and adjuvant chemotherapy, which was detected with 
the exacerbation of DM. In the present case, the symptoms of DM improved after treatment of 
ICC. This case was suspected to have paraneoplastic syndrome, which was discovered due to 
the exacerbation of DM that was caused by the intrahepatic ICC. When these symptoms wors-
ened, a systemic scan for malignant tumors was believed to be necessary.  
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Fig. 1. Image findings. a Computed tomography showing a 20-mm low-density tumor with gradual en-

hancement in segment 4 of the liver. b Ultrasonography showing a 20-mm tumor in segment 4 of the liver. 

c In the dynamic study of MRI, enhancement of the edge of the tumor gradually increased from the early 

to the late phase. 
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Fig. 2. Macroscopic findings. Macroscopic findings of a solid hepatic tumor with the diameter of 35 × 25 × 

21 mm. 

 

 

 

Fig. 3. Microscopic findings (HE staining). The tumor consists of cells with coarse chromatin. 
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Fig. 4. Microscopic findings. Immunohistological findings of intrahepatic ICC and moderately differentiated 

adenocarcinoma with CK7 (+), CK 19 (+), and CK 20 (–). 
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Table 1. Laboratory data before treatment for DM 

     
     
RF 3.8 IU/mL  ANA(IF) negative 

IgG 1,675 mg/dL  Anti-dsDNAAb <10 U/mL 

IgA 439 mg/dL  Anti-SmAb <7.0 U/mL 

IgM 158 mg/dL  Anti-SS-Aab <7.0 U/mL 

C3 74 mg/dL  Anti-RNPAb <7.0 U/mL 

C4 13 mg/dL  Anti-Jo-1Ab >500 U/mL 

CH50 35.9 mg/dL  Anti-Scl70Ab <7.0 U/mL 

MMP-3 98.3 ng/mL  C-ANCA <1.0 U/mL 

Anti-CCP <0.6 U/mL  P-ANCA <1.0 U/mL 

   Anti-TIFIAb negative 

     
     
Elevations other than anti-Jo-1Ab were not observed. 

     
     
 

 
Table 2. Laboratory data before the operation 

        
        
WBC 19,900/μl  AST 28 IU/L  TC 263 mg/dL 

RBC 3.88 × 106/μL  ALT 22 IU/L  TG 113 mg/dL 

Hb 12.0 g/dL  LDH 362 IU/L  HbA1C 6.1% 

Ht 37.8%  ChE 195 IU/L    

Plt 377 × 103/μL  T-Bil 0.7 mg/dL    

   D-Bil 0.1 mg/dL    

   ALP 238 IU/l  HBs Ag negative 

   γ-GTP 32 IU/l  HCVAb positive 

   TP 6.7 g/dL  HCV-RNA negative 

PT 090%  Alb 2.8 g/dL    

PT-INR 01.0  UN 8 mg/dL   

APTT 031.9 s  Cr 0.55 mg/dL  CEA 1.2 ng/mL 

Fbg 0576 mg/dL  UA 3.8 mg/dL  CA19-9 8 ng/mL 

   Na 139 mEq/L  AFP 2 ng/mL 

   K 3.8 mEq/L  PIVKA-II 17 mAu/mL 

   Cl 102 mEq/L  ICG(R15) 8% 

   CRP 7.7 mg/dL  LHL15 0.964 
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