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eTable. Systematic Review of the Demographics, Comorbidities, and Clinical Features of Necrobiotic Xanthogranuloma 
 

Source Demographics Paraproteinemia/ 

malignancy 

Exam Symptom

s 

Extracutaneous 

Involvement 

Laboratory Values 

 Age Sex Race     HDL-

C 

C4 Cryo V

D 

Al-Bermani 

et al.1, 2009 

47 F W IgG kappa Red or pink papules on the 

extremities. 

Pain Eye  L   

Al-Niaimi et 

al.2, 2010 

42 M   Yellow or orange atrophic plaques on 

the face. 

None   NL No  

AlGain et 

al.3, 2017 

81 M  IgG kappa, MM Yellow or orange papules on the face, 

trunk, and extremities. 

 Gastrointestinal 

tract 

 L   

Ali et al.4, 

2012 

59 M  IgG lambda Yellow or orange papules on the 

extremities. 

 Eye H NL   

Amer et al.5, 

2005 

31 F  IgG kappa Plaques in a periorbital distribution.  Eye and liver     

Bain et al.6, 

2014 

78 M  IgG kappa, MM Purple indurated papule on the 

extremities. 

None      

Balagula et 

al.7, 2011 

77 M  IgM, 

Waldenstrom 

macro-

globulinemia 

Red or pink indurated plaques on the 

extremities. 

      

Barzilai et 

al.8, 1996 

85 F  IgG kappa Purple atrophic plaques on the face, 

trunk, and extremities. 

None      

Betts et al.9, 

2001 

58 M W IgG lambda Red or pink ulcerated papules and 

nodules on the extremities. 

      

Bhari et al.10, 

2015 

75 M  IgG kappa Red or pink atrophic plaques on the 

face, trunk, and extremities. 

      

Bortolani et 

al.11, 1999 

72 F W IgG kappa, MM Yellow or orange nodules in a 

periorbital distribution. 

      

Bullock et 

al.12, 1986 

57 F W IgG kappa, MM Yellow or orange indurated nodules in 

a periorbital distribution. 

 Eye     

Burdick et 

al.13, 2003 

57 F W* IgG kappa Red or pink plaques with 

telangiectasias on the face, trunk, and 

extremities. 

      

Butterfield et 

al.14, 1994 

47 F W Polyclonal, 

lymphoma 

Yellow or orange indurated nodules in 

a periorbital distribution. 

 Lymphoreticular 

system and 

parotid gland 

NL    
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Carabelli et 

al.15, 1997 

70 F  IgG lambda, 

MM 

Yellow or orange indurated ulcerated 

papules in a periorbital distribution 

and on the trunk and extremities. 

    Yes  

Chandra et 

al.16, 2002 

32 F   Red or pink atrophic plaque with 

telangiectasias on the extremities. 

  NL NL No  

Chang et 

al.17, 2003 

82 F A  Brown single nodule with 

telangiectasia on the extremities. 

None  NL NL No  

Char et al.18, 

1987 

63 F  Unspecified 

paraproteinemia 

Purple nodules in a periorbital 

distribution and on the extremities. 

   L Yes  

Chave et 

al.19, 2001 

66 F  IgG kappa Yellow or orange plaques in a 

periorbital distribution and on the 

trunk. 

  NL NL No  

Chave et 

al.20, 2001 

75 M  IgG lambda Brown atrophic ulcerated plaques with 

telangiectasias on the trunk and 

extremities. 

  NL    

Chen et al.21, 

2011 

68 M  IgG kappa, 

leukemia 

  Lymphoreticular 

system 

 NL   

Codere et 

al.22, 1983 

52 M  IgG kappa Yellow or orange plaques with 

telangiectasias in a periorbital 

distribution and on the trunk and 

extremities. 

    Yes  

 56 F  IgG kappa Plaques in a periorbital distribution 

and elsewhere on the face. 

None Eye     

Cornblath et 

al.23, 1992 

45 M  IgG kappa, 

leukemia 

Plaques on the face, trunk, and 

extremities. 

      

 64 F  IgG kappa Ulcerated plaques in a periorbital 

distribution and on the trunk and 

extremities. 

 Eye   Yes  

 59 F  IgG lambda Yellow or orange plaques in a 

periorbital distribution and elsewhere 

on the face. 

      

 70 F  IgG kappa Plaques in a periorbital distribution 

and on the trunk and extremities. 

      

Criado et 

al.24, 2002 

40 F W IgG lambda Yellow or orange atrophic ulcerated 

plaques with telangiectasias in a 

periorbital distribution and on the 

trunk and extremities. 

   NL No  

Criton et 

al.25, 1996 

57 F  Unspecified 

paraproteinemia 

Brown plaques in a periorbital 

distribution and elsewhere on the face 

and the extremities. 

  NL    



4 

 

© 2020 American Medical Association. All rights reserved. 

Dabiri et 

al.26, 2011 

83 M  IgG lambda Red or pink plaques in a periorbital 

distribution and on the trunk and 

extremities. 

Pruritus      

Davies et 

al.27, 2017 

50 M  IgG kappa, 

lymphoma 

Yellow or orange ulcerated plaques in 

a periorbital distribution. 

 Eye     

 75 F  Unspecified 

paraproteinemia 

Ulcerated plaques in a periorbital 

distribution. 

 Eye     

 24 M   Plaque in a periorbital distribution.  Eye     

 73 M   Plaque in a periorbital distribution.  Eye     

DeLuca et 

al.28, 2014 

89 F W IgG kappa Yellow or orange ulcerated plaques on 

the trunk and extremities. 

      

Dholaria et 

al.29, 2016 

51 M W IgG lambda, 

MM 

Red or pink ulcerated plaques on the 

trunk and extremities. 

      

Dilnawaz,30 

2010 

73 F W IgG lambda Red or pink atrophic plaques on the 

trunk and extremities. 

    Yes  

Dupre et 

al.31, 1988 

60 F   Yellow or orange indurated plaques 

on the extremities. 

None  H    

Efebera et 

al.32, 2011 

79 M W IgG kappa, MM Red or pink ulcerated plaques on the 

trunk and extremities. 

Pain      

Elner et al.33, 

2006 

60 M   Yellow or orange nodules in a 

periorbital distribution. 

 Eye     

 54 M  Lymphoma Yellow or orange nodules in a 

periorbital distribution. 

 Eye     

 73 F  Unspecified 

paraproteinemia 

Yellow or orange nodules in a 

periorbital distribution. 

Pain Eye     

 41 M  Unspecified 

paraproteinemia, 

lymphoma 

Yellow or orange nodules in a 

periorbital distribution. 

 Eye     

Esmaeli et 

al.34, 2017 

47 F  Polyclonal Yellow or orange indurated plaques in 

a periorbital distribution and on the 

trunk. 

  NL NL   

Ferrara et 

al.35, 2007 

81 F  IgG kappa Yellow or orange indurated plaque on 

the extremities. 

      

Finelli et 

al.36, 1987 

50 F W IgG kappa Yellow or orange ulcerated plaques on 

the extremities. 

  NL NL No  

Fink et al.37, 

2018 

75 M W Lymphoma Brown plaques in a periorbital 

distribution and on the trunk. 

Pain      

Flann et 

al.38, 2006 

58 M  IgG kappa Purple nodules on the face, trunk, and 

extremities. 
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 52 M   Red or pink plaques on the face, trunk, 

and extremities. 

      

 68 F  IgG kappa, 

leukemia 

Plaques on the face, trunk, and 

extremities. 

Pruritus  H    

 86 M  IgG kappa Purple ulcerated plaques on the trunk 

and extremities. 

      

Fortson et 

al.39, 1990 

78 M W IgA Yellow or orange papules on the face 

and trunk. 

Pain Gastrointestinal 

tract 

NL  No  

Fu et al.40, 

2011 

73 F A IgG kappa, lung 

adenocarcinoma 

Yellow or orange nodules on the trunk 

and extremities. 

None      

Furner et 

al.41, 1989 

63 M  IgG kappa Brown atrophic, ulcerated papules on 

the face, trunk, and extremities. 

      

Gacto et 

al.42, 2009 

50 F  IgG kappa Yellow or orange plaques in a 

periorbital distribution and on the 

trunk. 

Pruritus      

 55 F   Yellow or orange nodules in a 

periorbital distribution. 

None      

Georgiou et 

al.43, 1999 

82 M W  Yellow or orange atrophic plaques 

with telangiectasias on the trunk. 

None  NL    

Gergen et 

al.44, 2011 

56 M  IgG kappa, 

lymphoma 

Yellow or orange nodules with 

telangiectasias on the trunk and 

extremities. 

None      

Ghani et 

al.45, 2013 

46 F  IgG kappa Yellow or orange papules in a 

periorbital distribution. 

      

Ghiasi et 

al.46, 2012 

58 M  Polyclonal Red or pink ulcerated plaques on the 

trunk and the extremities. 

Pain  NL    

Girisha et 

al.47, 2012 

61 F   Yellow or orange plaques in a 

periorbital distribution. 

Pruritus  NL    

Goede et 

al.48, 2007 

26 M  IgG kappa Yellow or orange plaques in a 

periorbital distribution and on the 

trunk. 

      

Gonzales et 

al.49, 2017 

36 F W IgG kappa Yellow or orange indurated ulcerated 

plaques in a periorbital distribution 

and on the trunk. 

 Eye     

Goyal et 

al.50, 2018 

42 F A IgG kappa Purple plaques in a periorbital 

distribution. 

Pain   L Yes  

Gun et al.51, 

2004 

44 F   Red or pink plaques with 

telangiectasias within a scar. 

Pain   NL No  
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Hallerman et 

al.52, 2010 

55 F W IgG lambda Red or pink indurated plaques on the 

face, trunk, and extremities. 

      

 69 F W IgG kappa, MM Red or pink plaques on the face, trunk, 

and extremities. 

None      

Hamilton et 

al.53, 2014 

63 F W IgG lambda, 

leukemia 

Brown plaques on the face and trunk.       

Hashemi et 

al.54, 2012 

58 F W IgG kappa Purple nodules on the trunk.  Eye     

Hauser et 

al.55, 1991 

57 M  IgG kappa Yellow or orange plaques on the face, 

trunk, and extremities. 

      

Herd et al.56, 

2018 

40 M  Unspecified 

paraproteinemia, 

lymphoma 

Yellow or orange plaques with 

telangiectasias on the trunk and 

extremities, including within a scar. 

      

Holden et 

al.57, 1986 

78 F  IgG kappa Yellow or orange atrophic plaques 

with telangiectasias in a periorbital 

distribution and on the trunk. 

  NL NL No  

 64 F  IgG kappa Purple atrophic ulcerated plaques with 

telangiectasias in a periorbital 

distribution and elsewhere on the face 

and trunk. 

  NL  No  

 55 F  IgG kappa Yellow or orange atrophic ulcerated 

plaques with telangiectasias in a 

periorbital distribution and on the 

trunk, including within a scar. 

  NL  No  

 85 F  IgG kappa Yellow or orange atrophic ulcerated 

nodules in a periorbital distribution 

and on the extremities. 

Pain  N  No  

Hunter et 

al.58, 1985 

39 F W IgG kappa Yellow or orange ulcerated nodules 

with telangiectasias in a periorbital 

distribution and elsewhere on the face 

and extremities. 

 Gastrointestinal 

tract and heart 

    

Inthasotti et 

al.59, 2011 

64 F  IgG lambda, 

MM 

Yellow or orange atrophic ulcerated 

plaques in a periorbital distribution 

and on the extremities. 

None      

Ito et al.60, 

2008 

86 F  IgG lambda Brown atrophic plaques on the 

extremities. 

   NL   

Jeziorska et 

al.61, 2003 

65 F  IgG kappa Yellow or orange plaques in a 

periorbital distribution and on the 

trunk. 
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 55 F  IgG kappa Yellow or orange plaques in a 

periorbital distribution and elsewhere 

on the face and trunk. 

Pain  NL    

Johnston et 

al.62, 1997 

69 F  IgG kappa Red or pink atrophic plaques with 

telangiectasias on the trunk and 

extremities. 

Pruritus   L No  

Kadakia et 

al.63, 2012 

65 F   Brown atrophic nodules with 

telangiectasias in a periorbital 

distribution. 

None      

Kawakami et 

al.64,2011 

93 F A IgG lambda Yellow or orange plaque on the 

extremities. 

Pain      

Keorochana 

et al.65, 2017 

53 M A Polyclonal   Eye H    

Khan et al.66, 

2009 

54 F W IgG lambda Yellow or orange plaques in a 

periorbital distribution. 

      

Khan et al.67, 

2012 

82 F W  Red or pink nodule on the trunk. None   NL No  

Koch et al.68, 

2008 

77 F  IgG kappa Yellow or orange ulcerated plaques on 

the trunk and extremities. 

Pain  NL    

Koch et al.69, 

2013 

79 F  IgG kappa Yellow or orange plaques on the trunk 

and extremities, including within a 

scar. 

None      

Kossard et 

al.70, 2000 

88 M  IgG kappa Yellow or orange ulcerated nodules on 

the face, trunk, and extremities. 

      

Kovalyshyn 

et al.71, 2009 

82 F  IgG kappa Purple plaques in a periorbital 

distribution and on the trunk and 

extremities. 

      

Kunikata et 

al.72, 2006 

65 F A  Yellow or orange nodule on the face.    H No  

Lam et al.73, 

2013 

78 M  IgG kappa, MM Yellow or orange plaques in a 

periorbital distribution. 

None      

Langlois et 

al.74, 2006 

75 F W IgG lambda, 

MM 

Yellow or orange plaques in a 

periorbital distribution and on the 

trunk and extremities. 

   L   

Le et al.75, 

1997 

67 M W IgG kappa Yellow or orange atrophic ulcerated 

plaques in a periorbital distribution 

and on the trunk and extremities. 

Pain   NL   
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Lebey et 

al.76,77, 

1997** 

88 F W IgG kappa Purple plaques with telangiectasias in 

a periorbital distribution and on the 

trunk and extremities. 

None   L   

Lee et al.78, 

2017 

44 M  IgG kappa Brown plaques on the extremities.       

Li et al.79, 

2014 

50 F   Yellow or orange plaques with 

telangiectasias in a periorbital 

distribution. 

  NL NL No  

Liszewski et 

al.80, 2014 

39 F W  Red or pink plaques on the face and 

trunk. 

      

 60 F  IgG kappa Red or pink plaques in a periorbital 

distribution and on the trunk and 

extremities. 

      

Luck et al.81, 

1992 

42 F  IgG kappa Yellow or orange plaques in a 

periorbital distribution. 

      

Lukacs et 

al.82, 2017 

74 F W IgM Red or pink ulcerated plaques in a 

periorbital distribution and on the 

extremities. 

      

Macfarlane 

et al.83, 1985 

66 M  IgG kappa Purple nodules in a periorbital 

distribution and on the trunk and 

extremities. 

Pain  NL L No  

McGregor et 

al.84, 1993 

73 M W IgG kappa Red or pink Ulcerated nodules on the 

trunk and extremities. 

      

 76 M  IgG lambda Ulcerated plaques on the trunk and 

extremities. 

None      

Machado et 

al.85, 2001 

51 F W IgG lambda Purple nodules with telangiectasias in 

a periorbital distribution and on the 

trunk and extremities. 

None   L Yes  

Mahendran 

et al.86, 2018 

78 F W IgG kappa, MM Yellow or orange plaques in a 

periorbital distribution. 

   L   

Martinez 

Fernandez et 

al.87, 2004 

73 M  IgG kappa, MM Brown plaques in a periorbital 

distribution. 

  NL L No  

Mathias et 

al.88, 2011 

61 F   Yellow or orange papules in a 

periorbital distribution. 

None      

Matsuura et 

al.89, 1999 

76 M  IgG lambda Yellow or orange ulcerated nodules in 

a periorbital distribution and on the 

extremities. 

  NL    
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Meyer et 

al.90, 2005 

53 F  IgG kappa Yellow or orange indurated plaques in 

a periorbital distribution. 

Pain Eye     

Minocha et 

al.91, 2017 

57 M  IgG kappa Yellow or orange papules in a 

periorbital distribution and on the 

trunk. 

   NL No  

 63 F  IgG lambda Brown nodules in a periorbital 

distribution and on the trunk and 

extremities. 

 Eye     

Miszkiel et 

al.92, 2000 

52 M   Yellow or orange plaques in a 

periorbital distribution. 

 Eye     

Mohsenin et 

al.93, 2012 

53 M  Unspecified 

paraproteinemia, 

lymphoma 

Yellow or orange multiple lesions in a 

periorbital distribution. 

Pain Eye     

Muscardin et 

al.94, 2003 

40 M  Polyclonal Brown papules on the trunk and 

extremities. 

      

Naghshpour 

et al.95, 2011 

52 F  IgG lambda, 

leukemia 

Yellow or orange nodules in a 

periorbinal distribution and elsewhere 

on the face. 

Pain      

Nestle et 

al.96, 1999 

77 F  IgG lambda Yellow or orange nodules in a 

periorbital distribution and on the 

trunk and extremities. 

      

Nishimura et 

al.97, 1992 

67 M  IgG kappa Purple plaques in a periorbital 

distribution and on the trunk. 

   L   

Nockowski 

et al.98, 2017 

83 F  IgG kappa Yellow or orange ulcerated nodules in 

a periorbital distribution and on the 

trunk. 

      

Novak et 

al.99, 1992 

73 F  IgG kappa Ulcerated plaques on the face, trunk, 

and extremities. 

 Heart and liver     

Oestreicher 

et al.100, 

2010 

95 F   Yellow or orange ulcerated plaques in 

a periorbital distribution. 

 Eye     

Olson et 

al.101, 2018 

44 F W IgG kappa, MM Yellow or orange plaques in a 

periorbital distribution. 

Pain   L Yes  

Omarjee et 

al.102, 2018 

64 F  IgM, leukemia Yellow or orange nodules on the 

extremities. 

      

Oumeish et 

al.103, 2006 

56 F  IgG kappa, 

lymphoma 

Yellow or orange ulcerated plaques in 

a periorbital distribution and on the 

trunk and extremities. 

Pain and 

pruritus 
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Pedrosa et 

al.104, 2015 

44 F W IgG kappa Purple indurated plaques in a 

periorbital distribution and on the 

extremities. 

None      

Peyman et 

al.105, 2012 

57 M  IgG lambda Yellow or orange atrophic plaques on 

the trunk and extremities. 

 Eye     

Plotnick et 

al.106, 1991 

40 F W IgG kappa, MM Nodules in a periorbital distribution. None  NL    

Randell et 

al.107, 1999 

51 F  IgG lambda Yellow or orange nodules in a 

periorbital distribution. 

  NL    

Rashid et 

al.108, 2009 

70 F  Unspecified 

paraproteinemia 

Yellow or orange plaques in a 

periorbital distribution. 

Pruritus      

Rayner et 

al.109, 2008 

76 F W IgG kappa Nodule on the trunk and extremities, 

including within a scar. 

 Liver and lung     

Reddy et 

al.110, 2010 

73 F  Unspecified 

paraproteinemia, 

MM 

Yellow or orange plaques in a 

periorbital distribution. 

 Eye     

Reeder et 

al.111, 1991 

20 F  Polyclonal, 

lymphoma 

Atrophic plaques with telangiectasias 

on the extremities. 

    No  

Rose et 

al.112, 1991 

22 M W IgG kappa Yellow or orange plaques in a 

periorbital distribution. 

None Eye NL L   

 50 M W Unspecified 

paraproteinemia, 

lymphoma 

Yellow or orange plaques in a 

periorbital distribution. 

 Eye     

Rose et 

al.113, 2012 

63 F  Unspecified 

paraproteinemia 

Yellow or orange plaques with 

telangiectasias on the face, trunk, and 

extremities. 

      

Rubinstein et 

al.114, 2013 

68 F  IgG kappa Yellow or orange nodules on the face, 

trunk, and extremities. 

      

Russo et 

al.115, 2002 

68 M  IgG lambda Yellow or orange indurated plaques 

on the trunk and extremities. 

   NL Yes  

Ryan et 

al.116, 2012 

55 M  IgG lambda, 

leukemia 

Yellow or orange indurated plaques 

on the trunk and extremities. 

      

Saeki et 

al.117, 2007 

57 F A IgG kappa Red or pink ulcerated nodules with 

telangiectasias in a periorbital 

distribution and on the extremities. 

   L No  

Sagiv et 

al.118, 2018 

61 M   Yellow or orange plaques in a 

periorbital distribution. 
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Santosaputri 

et al.119, 

2014 

51 F  IgG kappa Yellow or orange and purple plaques 

and nodules on the face and trunk, 

including within a scar. 

 Liver     

Schaudig et 

al.120, 2004 

67 F W IgG kappa Red or pink ulcerated plaques on the 

face, trunk, and extremities. 

      

Scupham et 

al.121, 1989 

57 F  IgG kappa Yellow or orange plaques in a 

periorbital distribution and on the 

extremities. 

Pain   L   

Seastrom et 

al.122, 2014 

76 M   Yellow or orange indurated plaques in 

a periorbital distribution. 

  NL    

Sfeir et 

al.123, 2017 

83 F  IgG lambda, 

breast cancer 

Yellow or orange plaques on the face, 

trunk, and extremities. 

     L^ 

Shah et 

al.124, 2004 

52 M   Nodules in a periorbital distribution 

and on the trunk and extremities. 

None Brain and eye     

Silapunt et 

al.125, 2010 

81 M W IgG kappa Brown nodules in a periorbital 

distribution and on the trunk and 

extremities. 

Pruritus  NL    

Singh et 

al.126, 2010 

67 M W IgG kappa Plaques in a periorbital distribution.       

 62 F W         

Smith et 

al.127, 2006 

61 F  IgG kappa Yellow or orange nodule with 

telangiectasias on the trunk. 

None      

Stork et 

al.128, 2000 

60 F W  Brown plaque on the extremities. None  L NL No  

Sutton et 

al.129, 2013 

71 M  IgG lambda Yellow or orange ulcerated plaques on 

the face, trunk, and extremities. 

   L   

Szalat et 

al.130, 2011 

67 F  IgG kappa, MM      No  

 65 F  IgG kappa, MM      No  

 63 M  IgG lambda      No  

 71 F  IgG lambda        

 72 F  IgG kappa     L No  

 48 M  IgG kappa, 

lymphoma 

    L   

 53 M  IgG kappa        

 65 F  IgG kappa, MM      No  

 78 F  IgG kappa        

 65 F  IgG lambda, 

MM 
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 68 F  IgG kappa        

Szalat et 

al.131, 2014 

68 M  IgG lambda Multiple lesions on the face, trunk, 

and extremities. 

  L L   

 69 F  IgG kappa, MM Multiple lesions on the face, trunk, 

and extremities. 

  NL L   

 65 F  IgG kappa Multiple lesions in a periorbital 

distribution. 

   L   

 68 F  IgG kappa, MM Multiple lesions on the trunk.   L L   

 65 F  IgG lambda Multiple lesions on the trunk.   L L   

 60 M  IgG lambda Multiple lesions in a periorbital 

distribution. 

  NL L   

 73 F  IgG lambda, 

MM 

Multiple lesions in a periorbital 

distribution. 

  L    

 83 F  IgG kappa, MM Multiple lesions on the face, trunk, 

and extremities. 

  L    

Torabian et 

al.132, 2006 

56 M  IgG lambda Red or pink atrophic ulcerated plaques 

with telangiectasias in a periorbital 

distribution and on the trunk and 

extremities. 

Pruritus   L   

Tucker et 

al.133, 1997 

43 F   Yellow or orange nodules in a 

periorbital distribution. 

 Eye     

Umbert et 

al.134, 1995 

61 F  IgG kappa Yellow or orange plaques in a 

periorbital distribution and elsewhere 

on the face and trunk. 

 Heart and 

lymphoreticular 

system 

  Yes  

Valentine et 

al.135, 1990 

64 M W IgA, MM, rectal 

cancer 

Nodule in a periorbital distribution. None      

Venencie et 

al.136, 1987 

46 M  IgG kappa, MM Yellow or orange nodules in a 

periorbital distribution and on the 

trunk and extremities. 

   NL   

Venencie et 

al.137, 1995 

65 F W IgG kappa Yellow or orange nodules in a 

periorbital distribution and on the 

trunk and extremities. 

      

Vieira et 

al.138, 2005 

68 F  IgG lambda, 

lymphoma 

Brown plaques in a periorbital 

distribution and on the trunk. 

      

Vignon et 

al.139, 2017 

65 F  IgG kappa, MM Nodules on the trunk. Pain and 

pruritus 

     

 66 M  IgG kappa   Eye     
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Vu et al.140, 

2017 

55 M W IgG kappa Yellow or orange ulcerated nodule in 

a periorbital distribution and on the 

trunk. 

 Eye  L No  

Wee et al.141, 

2005 

67 M W Unspecified 

paraproteinemia 

Brown papules on the face and 

extremities. 

      

Wei et al.142, 

2015 

69 M A  Brown atrophic plaques with 

telangiectasias on the extremities. 

  NL  No  

Wells et 

al.143, 2004 

53 F  IgG kappa Yellow or orange plaques in a 

periorbital distribution and on the 

extremities. 

Pruritus      

Winkelmann 

et al.144, 

1997 

47 M  IgG lambda Yellow or orange plaques in a 

periorbital distribution and on the 

trunk. 

      

 64 M  IgG kappa Red or pink atrophic plaques and 

nodules on the trunk and extremities. 

 Gastrointestinal 

tract and lung 

L L   

 39 F  Unspecified 

paraproteinemia 

Yellow or orange plaque on the 

extremities. 

 Heart and lung     

Wolz et 

al.145, 2012 

64 M  IgM kappa Red or pink ulcerated papules on the 

extremities. 

Pain   L   

Wruhs et 

al.146, 2016 

82 F  IgG lambda Red or pink atrophic plaques on the 

trunk. 

      

Yang et 

al.147, 2010 

46 M A IgG kappa Red or pink ulcerated papules on the 

trunk and extremities. 

  NL L No  

Yasukawa et 

al.148, 2005 

69 F A IgG kappa Yellow or orange atrophic plaques on 

the trunk and extremities. 

 Muscle     

Yoon et 

al.149, 2007 

66 F  IgG kappa, MM Brown indurated nodules on the 

extremities. 

None      

Zainal et 

al.150, 2010 

48 M A    Parotid gland     

Zelger et 

al.151,152, *** 

2007 

55 M  IgG lambda Atrophic plaques on the face, trunk, 

and extremities. 

      

 37 F  IgG kappa Yellow or orange plaques on the face, 

trunk, and extremities. 

      

 70 M   Plaques on the face and trunk.       

 42 F   Plaques on the face.       

 49 F  IgG kappa Plaques in a periorbital distribution 

and elsewhere on the face and trunk. 

      

 63 F  IgG kappa Plaques in a periorbital distribution.       
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 56 F  IgM Plaques in a periorbital distribution 

and on the trunk and extremities. 

      

Ziemer et 

al.153, 2012 

55 F  IgG lambda Brown indurated plaques in a 

periorbital distribution and on the 

trunk and extremities. 

      

* Patient identified as Hispanic or Latino ethnicity. 
^ Patient had a high 1,25-dihydroxyvitamin D level 

**The associated reference was accidentally duplicated. 

***These references refer to the same patient. Reference 151 is included in the article; reference 152 is omitted. 

A, Asian; C, complement; cryos, cryoglobulins; F, female; H, high; HDL-C, high-density lipoprotein cholesterol; Ig, immunoglobulin; L, low; M, male; MM, 

multiple myeloma; NL, normal; VD, 25-hydroxyvitamin D; W, White 
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