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Authors Lee SMS Huang H Lacombe V Fan BE Natasha.D Anna.P Rachel.K Shaughnessy.JD Marie.T

Comont.T



Zakine.E

No. of participants

1 1 1 1 1 1 1 6 2 11 8

Demorgraphic charactersitics

Male sex-no.(%) 1 1 1 1 1 1 1 6 2 11 8

Age at onset(range)-yr 69 61 66 70 55 76 6774(70-78) 74,71 63(54-73) 65.5(54-76)

Died before the current study-no.(%) 0 0 0 0 0 0 0 0 0 1 0

Genetic characteristics

Somatic UBA1 variant(p.Met41)-no.(%)

p.Met41Thr(c.122T

→

C)

1 1 3 3

p.Met41Val(c.121A

→

G)

3 1

p.Met41Leu(c.121A

→

C)

1 1 1 1 4 3

Others 1 1 1

Key clinical features

Fever-no.(%) 1 1 1 1 1 1 5 10 3

Skin involvement-no.(%) 1 1 1 1 2 11 8

Pulmonary infiltrate-no.(%) 1 1 5 1 6 2

Ear and nose chondritis-no.(%) 1 1 1 1 1 3 1 5 3

Venous thromboembolism-no.(%) 1 1 1 3 1 7 4

Macrocytic anemia-no.(%) 1 1 1 1 1 1 1 4 2 11

Bone marrow vacuoles-no. 1 1 1 1 1 6 6

Arthralgia 1 1 1 2 6

pericardial effluent

Renal injury-no. 1 3

diagnosis of kidney disease IgA Vasculitis Not mentioned

Laboratory findings

Median CRP(IQR)-mg/L 78 50 5.16 67/20 30(7.3-15.4)

ESR(IQR)-mm/hr 130

No. of participants 1 1 1 1 1 1 6 2 11

Current or past treatment

Glucocoricoids-no.(%) 1 1 1 1 1 1 1 2 10

Median no. of synthetic DMARDs Mthotrexate

Methotrexat

e

Methotrex

ate

Methotrexate Azathioprine

Methotrexa

te,salazopir

ine,

Median no.of biologic or target

synthetic DMARDs

Adalimuma

b

Anti-TNF alpha

agents

tocilizumab

IL-6R

inhibitors,a

nti-tumour

necrosis

factor

alpha

inhibitor,

azacitidine,

azathioprin

e,

Diagnostic or classification criteria

that were met-no.(%)

Relapsing polychondritis 1 1 1 1 1 1 3

Sweet's syndrome 1 1 1 3 1 8

Myelodysplastic syndrome 1 1 1 2 11 5

Multiple myeloma or monoclonal

gammopathy of undetermined

significance

2

Polyarteritis nodosa 1

Giant-cell arteritis
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		Authors		Lee SMS		Huang H		Lacombe V		Fan BE		Natasha.D		Anna.P		Rachel.K		Shaughnessy.JD		Marie.T		Comont.T
		Zakine.E		Euvrard.R		Takahashi.N		Gray.A		Marcela A.		Bourbon.E		Lytle.A		M.Zeeck		Georgin-Lavialle. S 		Raaijmakers
 MHGP		Muratore .F		Afsahi.V		Diarra.A		Argobi Y		Oo TM		Thomas VT		Guerrero
-Bermudez CA		Watanabe R		van der Made Cl		Holmes A		Martin-Nares E		Stubbins RJ		Matsumoto H		Wilson NR		Manzoni M		Van Leeuwen-Kerkhoff N		Ylmaz.U		Kunishita Y		Stacy
Beaumesnil		Lotscher F		Ciprian G		Goyal A		Midtvedt Θ		Rivera EG		Khitri MY		Matsumoto .H		Oganesyan.A		Uchino K		Shimizu T		Ciferska H		Delplanque M		Beecher MB		Gunnarson .K		Holmes A		Horton RK		Lacombe V		Pathmanathan K		Kao RL		Cordtsb I		Topilow JS		Beaumesnil.S		Lucchino B		Ronsin C		Loschi M		Ribereau
-Gayon E		Comont, T.		Matsuki.Y		Matsubara.A		Itagane M		Bert
-Marcaz C		Khosravi
-Hafshejani T		Campochiaro, C.		Mohammed TO		Grosse A		Sharma A		Islam S		total(n=486)

		No. of participants		1		1		1		1		1		1		1		6		2		11		8		1		1		1		13		11		1		1		116		3		7		2		6		1		1		1		1		23		12		1		1		1		1		1		1		1		1		3				1		1		1		1		1		55		1		1		1		1		3		6		1		2		1		1		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		369

		Demorgraphic charactersitics

		Male sex-no.(%)		1		1		1		1		1		1		1		6		2		11		8		1		1		1		13		11		1		1		111		3		7		2		6		1		1		1		1		23		12		1		1		0		1		1		1										1		1		1		1		1		53		1		1		1		1		3		4		1		2		1		1		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		354

		Age at onset(range)-yr		69		61		66		70		55		76		67		74(70-78)		74,71		63(54-73)		65.5(54-76)		59		55		74		56(45-70)		66(47-83)		68		76		71		68		64		75.5		52.6		70				62		72		74(55-87)		67(47-79)		70		77		67		83		66		77		47		81		66-73		60s-80s		68		56		64		60s		75		66		60		76		80		69		72(76,74,68)		64.3		68		64,72		70		67		74		71		56		60		57		70		75		72		60		58, 89		61 (52-72)		62		68		74		74		70		68,69,70		73,61		69		70		67,67,69		3864.4

		Died before the current study-no.(%)		0		0		0		0		0		0		0		0		0		1		0		0		0		1				3		0				18				4		1		1										8		6		0				0						1								1								1				6		1						1				1																				1																																56



		Genetic characteristics

		Somatic UBA1 variant(p.Met41)-no.(%)																																						116				3		2		6				1		1		1		23		12						1		1		1		1		1		1		3		3		1		1		1		1		1										1		3				1		2		1		1						1						3		1																		1												197

		p.Met41Thr(c.122T→C)										1		1								3		3		1				1		8		5				1		52		2		2				1								0		8		7						1		1				1		1				2		1		1		0		1		1												1		2						1		1								1						1										4												1		1		1				3		123

		p.Met41Val(c.121A→G)																				3		1				1				2		3						35		1		1				4								1		10		4				1		0		0				0		0				0		1		0		1		0		0																		1						1														1								3						1												1				77

		p.Met41Leu(c.121A→C)		1		1		1		1												4		3								3		1						21		0		0				1				1		1		0		2		1						0		0				0		0				1		1		0		0		0		0														1						1																1						1		1		3				1				1				2										56

		Others																		1		1		1										2						8																0		3		0						0		0				0		0		1		0				0		0		0		0		1				1		1		1																														splice acceptor site variant (c.118-1G>C)						1														1								23



		Key clinical features

		Fever-no.(%)		1		1		1		1		1		1				5				10		3		1		1		1		13		10				1		75		3		7		1				1		1		1		1				10				1						1		1		1		1		3		2		1		1		1		1		1		33		1		1		1		1		1		6		1		1						5				1						2		1		1		1				10		1		1		1				1		3		2		1		1		3		247

		Skin involvement-no.(%)		1								1		1		1				2		11		8				1		1		11		11						97		3		5		2				1		1		1		1		17		10		1								1		1		1		1		3		1		1				1						44		1		1				1		3		5		1		1						2		1				1				1		1		1		1		1		11		1		1		1				1		3		2		1		1		3		289

		Pulmonary infiltrate-no.(%)										1		1				5		1		6		2				1		1		10		5				1		57		1		6		1		2		1				1		0		12		8																						1						1				13		1		1				1		1		2		1		1						5																				6				1		1						3		2		1		1		2		168

		Ear and nose chondritis-no.(%)		1				1		1		1		1				3		1		5		3		1				1		13		5		1				42		2		1		0										1		7		6		1				1		1				1		1				3		2				1		1		1		1		52		0				1				1						1		1		1		3		1						1		2		1				1				5		1						1				4		1		1				1		191

		Venous thromboembolism-no.(%)		1				1		1								3		1		7		4						1				4						41		0		5								1				0						1		1						1								1														26														1		2		1				3																1				7								1								1		1		2		120

		Macrocytic anemia-no.(%)		1		1		1		1		1		1		1		4		2		11				1				1		13		7		1		1				3		6								1		1		1		19		8		1		1				1				1		0				1		1		1		1				1		1						1		1				3						1		1		1		4				1								1		1		1		1		11		1		1		1		1						2		1		1		3		136

		Bone marrow vacuoles-no.		1		1		1		1		1						6						6		1		1		1				11				1						5						1		1		1		1				12						1		1		1		1		1		1				1		1		1		1		1						1		1		1		1				1						1		1				1				1		0								1				11		1		1		1														3		91

		Arthralgia		1				1				1						2				6						1				6		11				1		33				2		1				1		1		0		1				3						1														2		1		1		1				1						1				1		1		2										2								1		2		1		0		1				6												1		1				1		2		102

		pericardial effluent																																						11																																																																																																																				11

		Renal injury-no.												1								3				1																		1																2																																4																																				1						2														1

		diagnosis of kidney disease												IgA Vasculitis								Not mentioned				renal 
amyloidosis																		RPGN																Not mentioned																																																																				Acute interstitial
 nephritis						Not mentioned														AKI



		Laboratory findings

		Median CRP(IQR)-mg/L						78				50		5.16						67/20		30(7.3-15.4)				97		7.21				17.7(9.6-99.5)		114(16.7-205)						61		166		152										6.9																																10.3						69		15		277				10.8		83.5				100				60												24.5				168		30		60		30		30(7.3-154)		100		39						27.3		120,161,202		256		200		33		191,271,340

		ESR(IQR)-mm/hr												130																		66.5(42-110)										114		93.7										97																																116																								59												125				58																												100,123,129



		No. of participants		1		1		1		1		1		1				6		2		11				1		1		1		13		11

		Current or past treatment

		Glucocoricoids-no.(%)		1		1		1		1		1		1				1		2		10				1		1		1		13		11				1		38		3		7		2		6		1		1				1		19		12				1		1		1		1		1		1		1		3		2		1		1		1		1		1		51		1		1		1		1		3		6		1		1		1				1		1		1		1		1		2		1		1		1		1				1						1		1				2		1		1		3		242

		Median no. of synthetic DMARDs		Mthotrexate				Methotrexate		Methotrexate				Methotrexate						Azathioprine		Methotrexate,salazopirine,				methotrexate				Methotrexate				methotrexate				Methotrexate						Methotrexate				Methotrexate				Methotrexate				Methotrexate				Methotrexate, inhibitor				Methotrexate																		Methotrexate,AZA				Methotrexate		Methotrexate														Methotrexate				Methotrexate		Methotrexate		Methotrexate				Methotrexate																Methotrexate		Methotrexate																Methotrexate				Methotrexate		Methotrexate,tacrolimus

		Median no.of biologic or target synthetic DMARDs						Adalimumab										Anti-TNF alpha agents		tocilizumab		IL-6R inhibitors,anti-tumour necrosis factor alpha inhibitor,
azacitidine,
azathioprine,				anti-IL-1 therapy		tocilizumab,canakinumab,etanercept		mycophenolate				adalimbmab,
tocilizmab,
ruxolitinib,
tofacitinib				Tocilizumab		azacytidin,JAK-I		Azacitidine		Adalimumab,Infliximab,Anakinra,Rituximab,upadacitinib,Azathioprine				Rituximab,Tocilizumab,
anakinra,
canakinumab				Apixaban						Tocilizumab,Rituximab,Anakinra,Infliximab		Rituximab,Azathioprine,Azacitidine,IL-1R inhibitors,IL-6R inhibitors,anti-tumour necrosis factor alpha												Azacitidine		Rituximab		Azacitidine		Tocilizumab				Tocilizumab				Tocilizumab		Tocilizumab										Azathioprine		Azathioprine				Azacytidine,
anakinra,
Tocilizumab		
tofacitinib		Azacizine						anti TNF-α antigen,anakinra				Rituximab,ruxolitinib								Azathioprine,Tocilizumab		anakinra, ruxolitinib		anakinra, infliximab, baricitinib,ustekinumab,Ruxolotinib		belimumab						adalimumab		tocilizumab						anakinra,
cacakinumab		rituximab						Rituximab,Adalimumab,Etanercept,tocilizumab,baricitinib,Azathioprine



		Diagnostic or classification criteria that were met-no.(%)

		Relapsing polychondritis		1						1		1		1		1				1				3		1				1		13		5		1								1								1				1						1				1		1				1																1				66						1				3								1		1				1										1																														112

		Sweet's syndrome		1				1		1								3		1				8						1				5								2						4																																1						1														1		1												3				1		1				1						1		1						1												1						41

		Myelodysplastic syndrome				1								1		1				2		11		5						1		3		6		1																																																				0						1				1		0		1		2		1				1										1		0								1				11								1														53

		Multiple myeloma or monoclonal gammopathy of undetermined significance																				2										1						1		48				5				5						1		1		11		4		1		1		1		1		1		1		0		1												0																				1								1																																								88

		Polyarteritis nodosa																						1										1										0				2								1		7																0																																												1																						1																14

		Giant-cell arteritis																																																0								3																														1														1																																																						5
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Authors Euvrard.R Takahashi.N Gray.A Marcela A. Bourbon.ELytle.A M.Zeeck

Georgin-

Lavialle. S

Raaijmakers

 MHGP

Muratore .F Afsahi.V

No. of participants

1 1 1 13 11 1 1 116 3 7 2

Demorgraphic charactersitics

Male sex-no.(%) 1 1 1 13 11 1 1 111 3 7 2

Age at onset(range)-yr 59 55 7456(45-70) 66(47-83) 68 76 71 68 64 75.5

Died before the current study-no.(%) 0 0 1 3 0 18 4 1

Genetic characteristics

Somatic UBA1 variant(p.Met41)-no.(%) 116 3 2

p.Met41Thr(c.122T

→

C)

1 1 8 5 1 52 2 2

p.Met41Val(c.121A

→

G)

1 2 3 35 1 1

p.Met41Leu(c.121A

→

C)

3 1 21 0 0

Others 2 8

Key clinical features

Fever-no.(%) 1 1 1 13 10 1 75 3 7 1

Skin involvement-no.(%) 1 1 11 11 97 3 5 2

Pulmonary infiltrate-no.(%) 1 1 10 5 1 57 1 6 1

Ear and nose chondritis-no.(%) 1 1 13 5 1 42 2 1 0

Venous thromboembolism-no.(%) 1 4 41 0 5

Macrocytic anemia-no.(%) 1 1 13 7 1 1 3 6

Bone marrow vacuoles-no. 1 1 1 11 1 5

Arthralgia 1 6 11 1 33 2 1

pericardial effluent 11

Renal injury-no. 1 1

diagnosis of kidney disease

renal

amyloidosis

RPGN

Laboratory findings

Median CRP(IQR)-mg/L 97 7.21 17.7(9.6-99.5)114(16.7-205) 61 166 152

ESR(IQR)-mm/hr 66.5(42-110) 114 93.7

No. of participants 1 1 1 13 11

Current or past treatment

Glucocoricoids-no.(%) 1 1 1 13 11 1 38 3 7 2

Median no. of synthetic DMARDs

methotrexat

e

Methotrexat

e

methotrex

ate

Methotrexate

Methotrexa

te

Median no.of biologic or target

synthetic DMARDs

anti-IL-1

therapy

tocilizumab,ca

nakinumab,et

anercept

mycophenol

ate

adalimbm

ab,

tocilizmab

,

ruxolitinib,

tofacitinib

Tocilizumab

azacytidin,J

AK-I

Azacitidine

Adalimuma

b,Infliximab

,Anakinra,R

ituximab,u

padacitinib

,Azathiopri

ne

Diagnostic or classification criteria

that were met-no.(%)

Relapsing polychondritis 1 1 13 5 1 1

Sweet's syndrome 1 5 2

Myelodysplastic syndrome 1 3 6 1

Multiple myeloma or monoclonal

gammopathy of undetermined

significance

1 1 48 5

Polyarteritis nodosa 1 0

Giant-cell arteritis
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		Genetic characteristics

		Somatic UBA1 variant(p.Met41)-no.(%)																116				3		2		6				1		1		1		23		12						1		1		1		1		1		1		3		3		1		1		1		1		1										1		3				1		2		1		1						1						3		1																		1												197

		p.Met41Thr(c.122T→C)		1				1		8		5				1		52		2		2				1								0		8		7						1		1				1		1				2		1		1		0		1		1												1		2						1		1								1						1										4												1		1		1				3		115

		p.Met41Val(c.121A→G)				1				2		3						35		1		1				4								1		10		4				1		0		0				0		0				0		1		0		1		0		0																		1						1														1								3						1												1				73

		p.Met41Leu(c.121A→C)								3		1						21		0		0				1				1		1		0		2		1						0		0				0		0				1		1		0		0		0		0														1						1																1						1		1		3				1				1				2										45

		Others										2						8																0		3		0						0		0				0		0		1		0				0		0		0		0		1				1		1		1																														splice acceptor site variant (c.118-1G>C)						1														1								20



		Key clinical features

		Fever-no.(%)		1		1		1		13		10				1		75		3		7		1				1		1		1		1				10				1						1		1		1		1		3		2		1		1		1		1		1		33		1		1		1		1		1		6		1		1						5				1						2		1		1		1				10		1		1		1				1		3		2		1		1		3		223

		Skin involvement-no.(%)				1		1		11		11						97		3		5		2				1		1		1		1		17		10		1								1		1		1		1		3		1		1				1						44		1		1				1		3		5		1		1						2		1				1				1		1		1		1		1		11		1		1		1				1		3		2		1		1		3		264

		Pulmonary infiltrate-no.(%)				1		1		10		5				1		57		1		6		1		2		1				1		0		12		8																						1						1				13		1		1				1		1		2		1		1						5																				6				1		1						3		2		1		1		2		152

		Ear and nose chondritis-no.(%)		1				1		13		5		1				42		2		1		0										1		7		6		1				1		1				1		1				3		2				1		1		1		1		52		0				1				1						1		1		1		3		1						1		2		1				1				5		1						1				4		1		1				1		174

		Venous thromboembolism-no.(%)						1				4						41		0		5								1				0						1		1						1								1														26														1		2		1				3																1				7								1								1		1		2		102

		Macrocytic anemia-no.(%)		1				1		13		7		1		1				3		6								1		1		1		19		8		1		1				1				1		0				1		1		1		1				1		1						1		1				3						1		1		1		4				1								1		1		1		1		11		1		1		1		1						2		1		1		3		112

		Bone marrow vacuoles-no.		1		1		1				11				1						5						1		1		1		1				12						1		1		1		1		1		1				1		1		1		1		1						1		1		1		1				1						1		1				1				1		0								1				11		1		1		1														3		74

		Arthralgia				1				6		11				1		33				2		1				1		1		0		1				3						1														2		1		1		1				1						1				1		1		2										2								1		2		1		0		1				6												1		1				1		2		91

		pericardial effluent																11																																																																																																																				11

		Renal injury-no.		1																		1																2																																4																																				1						2														1

		diagnosis of kidney disease		renal 
amyloidosis																		RPGN																Not mentioned																																																																				Acute interstitial
 nephritis						Not mentioned														AKI



		Laboratory findings

		Median CRP(IQR)-mg/L		97		7.21				17.7(9.6-99.5)		114(16.7-205)						61		166		152										6.9																																10.3						69		15		277				10.8		83.5				100				60												24.5				168		30		60		30		30(7.3-154)		100		39						27.3		120,161,202		256		200		33		191,271,340

		ESR(IQR)-mm/hr								66.5(42-110)										114		93.7										97																																116																								59												125				58																												100,123,129



		No. of participants		1		1		1		13		11

		Current or past treatment

		Glucocoricoids-no.(%)		1		1		1		13		11				1		38		3		7		2		6		1		1				1		19		12				1		1		1		1		1		1		1		3		2		1		1		1		1		1		51		1		1		1		1		3		6		1		1		1				1		1		1		1		1		2		1		1		1		1				1						1		1				2		1		1		3		223

		Median no. of synthetic DMARDs		methotrexate				Methotrexate				methotrexate				Methotrexate						Methotrexate				Methotrexate				Methotrexate				Methotrexate				Methotrexate, inhibitor				Methotrexate																		Methotrexate,AZA				Methotrexate		Methotrexate														Methotrexate				Methotrexate		Methotrexate		Methotrexate				Methotrexate																Methotrexate		Methotrexate																Methotrexate				Methotrexate		Methotrexate,tacrolimus

		Median no.of biologic or target synthetic DMARDs		anti-IL-1 therapy		tocilizumab,canakinumab,etanercept		mycophenolate				adalimbmab,
tocilizmab,
ruxolitinib,
tofacitinib				Tocilizumab		azacytidin,JAK-I		Azacitidine		Adalimumab,Infliximab,Anakinra,Rituximab,upadacitinib,Azathioprine				Rituximab,Tocilizumab,
anakinra,
canakinumab				Apixaban						Tocilizumab,Rituximab,Anakinra,Infliximab		Rituximab,Azathioprine,Azacitidine,IL-1R inhibitors,IL-6R inhibitors,anti-tumour necrosis factor alpha												Azacitidine		Rituximab		Azacitidine		Tocilizumab				Tocilizumab				Tocilizumab		Tocilizumab										Azathioprine		Azathioprine				Azacytidine,
anakinra,
Tocilizumab		
tofacitinib		Azacizine						anti TNF-α antigen,anakinra				Rituximab,ruxolitinib								Azathioprine,Tocilizumab		anakinra, ruxolitinib		anakinra, infliximab, baricitinib,ustekinumab,Ruxolotinib		belimumab						adalimumab		tocilizumab						anakinra,
cacakinumab		rituximab						Rituximab,Adalimumab,Etanercept,tocilizumab,baricitinib,Azathioprine



		Diagnostic or classification criteria that were met-no.(%)

		Relapsing polychondritis		1				1		13		5		1								1								1				1						1				1		1				1																1				66						1				3								1		1				1										1																														103

		Sweet's syndrome						1				5								2						4																																1						1														1		1												3				1		1				1						1		1						1												1						26

		Myelodysplastic syndrome						1		3		6		1																																																				0						1				1		0		1		2		1				1										1		0								1				11								1														32

		Multiple myeloma or monoclonal gammopathy of undetermined significance								1						1		48				5				5						1		1		11		4		1		1		1		1		1		1		0		1												0																				1								1																																								86

		Polyarteritis nodosa										1										0				2								1		7																0																																												1																						1																13

		Giant-cell arteritis																										0								3																														1														1																																																						5
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No. of participants

6 1 1 1 1 23 12 1 1 1 1

Demorgraphic charactersitics

Male sex-no.(%) 6 1 1 1 1 23 12 1 1 0 1

Age at onset(range)-yr 52.6 70 62 7274(55-87) 67(47-79) 70 77 67 83

Died before the current study-no.(%) 1 8 6 0 0

Genetic characteristics

Somatic UBA1 variant(p.Met41)-no.(%) 6 1 1 1 23 12 1 1

p.Met41Thr(c.122T

→

C)

1 0 8 7 1 1

p.Met41Val(c.121A

→

G)

4 1 10 4 1 0 0

p.Met41Leu(c.121A

→

C)

1 1 1 0 2 1 0 0

Others 0 3 0 0 0

Key clinical features

Fever-no.(%) 1 1 1 1 10 1

Skin involvement-no.(%) 1 1 1 1 17 10 1

Pulmonary infiltrate-no.(%) 2 1 1 0 12 8

Ear and nose chondritis-no.(%) 1 7 6 1 1 1

Venous thromboembolism-no.(%) 1 0 1 1

Macrocytic anemia-no.(%) 1 1 1 19 8 1 1 1

Bone marrow vacuoles-no. 1 1 1 1 12 1 1

Arthralgia 1 1 0 1 3 1

pericardial effluent

Renal injury-no. 2

diagnosis of kidney disease Not mentioned

Laboratory findings

Median CRP(IQR)-mg/L 6.9

ESR(IQR)-mm/hr 97

No. of participants

Current or past treatment

Glucocoricoids-no.(%) 6 1 1 1 19 12 1 1 1

Median no. of synthetic DMARDs

Methotrexat

e

Methotrexat

e

Methotrex

ate

Methotrexate

, inhibitor

Methotrexate

Median no.of biologic or target

synthetic DMARDs

Rituximab,T

ocilizumab,

anakinra,

canakinum

ab

Apixaban

Tocilizumab,R

ituximab,Anak

inra,Infliximab

Rituximab,Az

athioprine,Az

acitidine,IL-

1R

inhibitors,IL-

6R

inhibitors,an

ti-tumour

necrosis

factor alpha

Diagnostic or classification criteria

that were met-no.(%)

Relapsing polychondritis 1 1 1 1 1

Sweet's syndrome 4

Myelodysplastic syndrome

Multiple myeloma or monoclonal

gammopathy of undetermined

significance

5 1 1 11 4 1 1 1 1

Polyarteritis nodosa 2 1 7

Giant-cell arteritis 0 3
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-Hafshejani T		Campochiaro, C.		Mohammed TO		Grosse A		Sharma A		Islam S		total(n=486)

		No. of participants		6		1		1		1		1		23		12		1		1		1		1		1		1		1		1		3				1		1		1		1		1		55		1		1		1		1		3		6		1		2		1		1		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		178

		Demorgraphic charactersitics

		Male sex-no.(%)		6		1		1		1		1		23		12		1		1		0		1		1		1										1		1		1		1		1		53		1		1		1		1		3		4		1		2		1		1		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		168

		Age at onset(range)-yr		52.6		70				62		72		74(55-87)		67(47-79)		70		77		67		83		66		77		47		81		66-73		60s-80s		68		56		64		60s		75		66		60		76		80		69		72(76,74,68)		64.3		68		64,72		70		67		74		71		56		60		57		70		75		72		60		58, 89		61 (52-72)		62		68		74		74		70		68,69,70		73,61		69		70		67,67,69		2789.9

		Died before the current study-no.(%)		1										8		6		0				0						1								1								1				6		1						1				1																				1																																28



		Genetic characteristics

		Somatic UBA1 variant(p.Met41)-no.(%)		6				1		1		1		23		12						1		1		1		1		1		1		3		3		1		1		1		1		1										1		3				1		2		1		1						1						3		1																		1												76

		p.Met41Thr(c.122T→C)		1								0		8		7						1		1				1		1				2		1		1		0		1		1												1		2						1		1								1						1										4												1		1		1				3		43

		p.Met41Val(c.121A→G)		4								1		10		4				1		0		0				0		0				0		1		0		1		0		0																		1						1														1								3						1												1				30

		p.Met41Leu(c.121A→C)		1				1		1		0		2		1						0		0				0		0				1		1		0		0		0		0														1						1																1						1		1		3				1				1				2										20

		Others										0		3		0						0		0				0		0		1		0				0		0		0		0		1				1		1		1																														splice acceptor site variant (c.118-1G>C)						1														1								10



		Key clinical features

		Fever-no.(%)				1		1		1		1				10				1						1		1		1		1		3		2		1		1		1		1		1		33		1		1		1		1		1		6		1		1						5				1						2		1		1		1				10		1		1		1				1		3		2		1		1		3		110

		Skin involvement-no.(%)				1		1		1		1		17		10		1								1		1		1		1		3		1		1				1						44		1		1				1		3		5		1		1						2		1				1				1		1		1		1		1		11		1		1		1				1		3		2		1		1		3		133

		Pulmonary infiltrate-no.(%)		2		1				1		0		12		8																						1						1				13		1		1				1		1		2		1		1						5																				6				1		1						3		2		1		1		2		69

		Ear and nose chondritis-no.(%)										1		7		6		1				1		1				1		1				3		2				1		1		1		1		52		0				1				1						1		1		1		3		1						1		2		1				1				5		1						1				4		1		1				1		108

		Venous thromboembolism-no.(%)						1				0						1		1						1								1														26														1		2		1				3																1				7								1								1		1		2		51

		Macrocytic anemia-no.(%)						1		1		1		19		8		1		1				1				1		0				1		1		1		1				1		1						1		1				3						1		1		1		4				1								1		1		1		1		11		1		1		1		1						2		1		1		3		79

		Bone marrow vacuoles-no.				1		1		1		1				12						1		1		1		1		1		1				1		1		1		1		1						1		1		1		1				1						1		1				1				1		0								1				11		1		1		1														3		54

		Arthralgia				1		1		0		1				3						1														2		1		1		1				1						1				1		1		2										2								1		2		1		0		1				6												1		1				1		2		36

		pericardial effluent																																																																																																														11

		Renal injury-no.														2																																4																																				1						2														1

		diagnosis of kidney disease														Not mentioned																																																																				Acute interstitial
 nephritis						Not mentioned														AKI



		Laboratory findings

		Median CRP(IQR)-mg/L								6.9																																10.3						69		15		277				10.8		83.5				100				60												24.5				168		30		60		30		30(7.3-154)		100		39						27.3		120,161,202		256		200		33		191,271,340

		ESR(IQR)-mm/hr								97																																116																								59												125				58																												100,123,129



		No. of participants

		Current or past treatment

		Glucocoricoids-no.(%)		6		1		1				1		19		12				1		1		1		1		1		1		1		3		2		1		1		1		1		1		51		1		1		1		1		3		6		1		1		1				1		1		1		1		1		2		1		1		1		1				1						1		1				2		1		1		3		145

		Median no. of synthetic DMARDs		Methotrexate				Methotrexate				Methotrexate				Methotrexate, inhibitor				Methotrexate																		Methotrexate,AZA				Methotrexate		Methotrexate														Methotrexate				Methotrexate		Methotrexate		Methotrexate				Methotrexate																Methotrexate		Methotrexate																Methotrexate				Methotrexate		Methotrexate,tacrolimus

		Median no.of biologic or target synthetic DMARDs		Rituximab,Tocilizumab,
anakinra,
canakinumab				Apixaban						Tocilizumab,Rituximab,Anakinra,Infliximab		Rituximab,Azathioprine,Azacitidine,IL-1R inhibitors,IL-6R inhibitors,anti-tumour necrosis factor alpha												Azacitidine		Rituximab		Azacitidine		Tocilizumab				Tocilizumab				Tocilizumab		Tocilizumab										Azathioprine		Azathioprine				Azacytidine,
anakinra,
Tocilizumab		
tofacitinib		Azacizine						anti TNF-α antigen,anakinra				Rituximab,ruxolitinib								Azathioprine,Tocilizumab		anakinra, ruxolitinib		anakinra, infliximab, baricitinib,ustekinumab,Ruxolotinib		belimumab						adalimumab		tocilizumab						anakinra,
cacakinumab		rituximab						Rituximab,Adalimumab,Etanercept,tocilizumab,baricitinib,Azathioprine



		Diagnostic or classification criteria that were met-no.(%)

		Relapsing polychondritis						1				1						1				1		1				1																1				66						1				3								1		1				1										1																														81

		Sweet's syndrome		4																																1						1														1		1												3				1		1				1						1		1						1												1						18

		Myelodysplastic syndrome																																										0						1				1		0		1		2		1				1										1		0								1				11								1														21

		Multiple myeloma or monoclonal gammopathy of undetermined significance		5						1		1		11		4		1		1		1		1		1		1		0		1												0																				1								1																																								31

		Polyarteritis nodosa		2								1		7																0																																												1																						1																12

		Giant-cell arteritis				0								3																														1														1																																																						5
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No. of participants

1 1 1 1 3 1 1 1 1 1

Demorgraphic charactersitics

Male sex-no.(%) 1 1 1 1 1 1 1

Age at onset(range)-yr 66 77 47 8166-73 60s-80s 68 56 6460s 75

Died before the current study-no.(%) 1 1 1

Genetic characteristics

Somatic UBA1 variant(p.Met41)-no.(%) 1 1 1 1 3 3 1 1 1 1 1

p.Met41Thr(c.122T

→

C)

1 1 2 1 1 0 1 1

p.Met41Val(c.121A

→

G)

0 0 0 1 0 1 0 0

p.Met41Leu(c.121A

→

C)

0 0 1 1 0 0 0 0

Others 0 0 1 0 0 0 0 0 1

Key clinical features

Fever-no.(%) 1 1 1 1 3 2 1 1 1 1 1

Skin involvement-no.(%) 1 1 1 1 3 1 1 1

Pulmonary infiltrate-no.(%) 1 1

Ear and nose chondritis-no.(%) 1 1 3 2 1 1 1 1

Venous thromboembolism-no.(%) 1 1

Macrocytic anemia-no.(%) 1 0 1 1 1 1 1 1

Bone marrow vacuoles-no. 1 1 1 1 1 1 1 1 1

Arthralgia 2 1 1 1 1

pericardial effluent

Renal injury-no.

diagnosis of kidney disease

Laboratory findings

Median CRP(IQR)-mg/L 10.3

ESR(IQR)-mm/hr 116

No. of participants

Current or past treatment

Glucocoricoids-no.(%) 1 1 1 1 3 2 1 1 1 1 1

Median no. of synthetic DMARDs

Methotrexate

,AZA

Methotrexate

Methotrexa

te

Median no.of biologic or target

synthetic DMARDs

AzacitidineRituximab Azacitidine Tocilizumab Tocilizumab Tocilizumab

Tocilizuma

b

Diagnostic or classification criteria

that were met-no.(%)

Relapsing polychondritis 1 1

Sweet's syndrome 1 1

Myelodysplastic syndrome 0

Multiple myeloma or monoclonal

gammopathy of undetermined

significance

1 1 0 1 0

Polyarteritis nodosa 0

Giant-cell arteritis 1
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Sheet1

		Authors		Wilson NR		Manzoni M		Van Leeuwen-Kerkhoff N		Ylmaz.U		Kunishita Y		Stacy
Beaumesnil		Lotscher F		Ciprian G		Goyal A		Midtvedt Θ		Rivera EG		Khitri MY		Matsumoto .H		Oganesyan.A		Uchino K		Shimizu T		Ciferska H		Delplanque M		Beecher MB		Gunnarson .K		Holmes A		Horton RK		Lacombe V		Pathmanathan K		Kao RL		Cordtsb I		Topilow JS		Beaumesnil.S		Lucchino B		Ronsin C		Loschi M		Ribereau
-Gayon E		Comont, T.		Matsuki.Y		Matsubara.A		Itagane M		Bert
-Marcaz C		Khosravi
-Hafshejani T		Campochiaro, C.		Mohammed TO		Grosse A		Sharma A		Islam S		total(n=486)

		No. of participants		1		1		1		1		3				1		1		1		1		1		55		1		1		1		1		3		6		1		2		1		1		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		129

		Demorgraphic charactersitics

		Male sex-no.(%)		1		1										1		1		1		1		1		53		1		1		1		1		3		4		1		2		1		1		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		120

		Age at onset(range)-yr		66		77		47		81		66-73		60s-80s		68		56		64		60s		75		66		60		76		80		69		72(76,74,68)		64.3		68		64,72		70		67		74		71		56		60		57		70		75		72		60		58, 89		61 (52-72)		62		68		74		74		70		68,69,70		73,61		69		70		67,67,69		2236.3

		Died before the current study-no.(%)				1								1								1				6		1						1				1																				1																																13



		Genetic characteristics

		Somatic UBA1 variant(p.Met41)-no.(%)		1		1		1		1		3		3		1		1		1		1		1										1		3				1		2		1		1						1						3		1																		1												30

		p.Met41Thr(c.122T→C)				1		1				2		1		1		0		1		1												1		2						1		1								1						1										4												1		1		1				3		25

		p.Met41Val(c.121A→G)				0		0				0		1		0		1		0		0																		1						1														1								3						1												1				10

		p.Met41Leu(c.121A→C)				0		0				1		1		0		0		0		0														1						1																1						1		1		3				1				1				2										14

		Others				0		0		1		0				0		0		0		0		1				1		1		1																														splice acceptor site variant (c.118-1G>C)						1														1								7



		Key clinical features

		Fever-no.(%)		1		1		1		1		3		2		1		1		1		1		1		33		1		1		1		1		1		6		1		1						5				1						2		1		1		1				10		1		1		1				1		3		2		1		1		3		95

		Skin involvement-no.(%)		1		1		1		1		3		1		1				1						44		1		1				1		3		5		1		1						2		1				1				1		1		1		1		1		11		1		1		1				1		3		2		1		1		3		101

		Pulmonary infiltrate-no.(%)														1						1				13		1		1				1		1		2		1		1						5																				6				1		1						3		2		1		1		2		45

		Ear and nose chondritis-no.(%)				1		1				3		2				1		1		1		1		52		0				1				1						1		1		1		3		1						1		2		1				1				5		1						1				4		1		1				1		91

		Venous thromboembolism-no.(%)		1								1														26														1		2		1				3																1				7								1								1		1		2		48

		Macrocytic anemia-no.(%)				1		0				1		1		1		1				1		1						1		1				3						1		1		1		4				1								1		1		1		1		11		1		1		1		1						2		1		1		3		46

		Bone marrow vacuoles-no.		1		1		1		1				1		1		1		1		1						1		1		1		1				1						1		1				1				1		0								1				11		1		1		1														3		36

		Arthralgia												2		1		1		1				1						1				1		1		2										2								1		2		1		0		1				6												1		1				1		2		29

		pericardial effluent																																																																																								11

		Renal injury-no.																								4																																				1						2														1

		diagnosis of kidney disease																																																												Acute interstitial
 nephritis						Not mentioned														AKI



		Laboratory findings

		Median CRP(IQR)-mg/L																		10.3						69		15		277				10.8		83.5				100				60												24.5				168		30		60		30		30(7.3-154)		100		39						27.3		120,161,202		256		200		33		191,271,340

		ESR(IQR)-mm/hr																		116																								59												125				58																												100,123,129



		No. of participants

		Current or past treatment

		Glucocoricoids-no.(%)		1		1		1		1		3		2		1		1		1		1		1		51		1		1		1		1		3		6		1		1		1				1		1		1		1		1		2		1		1		1		1				1						1		1				2		1		1		3		102

		Median no. of synthetic DMARDs														Methotrexate,AZA				Methotrexate		Methotrexate														Methotrexate				Methotrexate		Methotrexate		Methotrexate				Methotrexate																Methotrexate		Methotrexate																Methotrexate				Methotrexate		Methotrexate,tacrolimus

		Median no.of biologic or target synthetic DMARDs				Azacitidine		Rituximab		Azacitidine		Tocilizumab				Tocilizumab				Tocilizumab		Tocilizumab										Azathioprine		Azathioprine				Azacytidine,
anakinra,
Tocilizumab		
tofacitinib		Azacizine						anti TNF-α antigen,anakinra				Rituximab,ruxolitinib								Azathioprine,Tocilizumab		anakinra, ruxolitinib		anakinra, infliximab, baricitinib,ustekinumab,Ruxolotinib		belimumab						adalimumab		tocilizumab						anakinra,
cacakinumab		rituximab						Rituximab,Adalimumab,Etanercept,tocilizumab,baricitinib,Azathioprine



		Diagnostic or classification criteria that were met-no.(%)

		Relapsing polychondritis				1																1				66						1				3								1		1				1										1																														76

		Sweet's syndrome												1						1														1		1												3				1		1				1						1		1						1												1						14

		Myelodysplastic syndrome																				0						1				1		0		1		2		1				1										1		0								1				11								1														21

		Multiple myeloma or monoclonal gammopathy of undetermined significance		1		1		0		1												0																				1								1																																								5

		Polyarteritis nodosa						0																																												1																						1																2

		Giant-cell arteritis																				1														1																																																						2
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Authors Khitri MY Matsumoto .HOganesyan.A Uchino K Shimizu TCiferska H Delplanque M

Beecher

MB

Gunnarson .K Holmes A Horton RK

No. of participants

55 1 1 1 1 3 6 1 2 1 1

Demorgraphic charactersitics

Male sex-no.(%) 53 1 1 1 1 3 4 1 2 1 1

Age at onset(range)-yr 66 60 76 80 6972(76,74,68) 64.3 6864,72 70 67

Died before the current study-no.(%) 6 1 1 1

Genetic characteristics

Somatic UBA1 variant(p.Met41)-no.(%) 1 3 1 2 1 1

p.Met41Thr(c.122T

→

C)

1 2 1 1

p.Met41Val(c.121A

→

G)

1 1

p.Met41Leu(c.121A

→

C)

1 1

Others 1 1 1

Key clinical features

Fever-no.(%) 33 1 1 1 1 1 6 1 1

Skin involvement-no.(%) 44 1 1 1 3 5 1 1

Pulmonary infiltrate-no.(%) 13 1 1 1 1 2 1 1

Ear and nose chondritis-no.(%) 52 0 1 1 1 1 1

Venous thromboembolism-no.(%) 26 1 2 1

Macrocytic anemia-no.(%) 1 1 3 1 1 1

Bone marrow vacuoles-no. 1 1 1 1 1 1 1

Arthralgia 1 1 1 2

pericardial effluent

Renal injury-no. 4

diagnosis of kidney disease

Laboratory findings

Median CRP(IQR)-mg/L 69 15 277 10.8 83.5 100 60

ESR(IQR)-mm/hr 59

No. of participants

Current or past treatment

Glucocoricoids-no.(%) 51 1 1 1 1 3 6 1 1 1

Median no. of synthetic DMARDs Methotrexate

Methotre

xate

Methotrexate

Methotrexa

te

Median no.of biologic or target

synthetic DMARDs

Azathioprine

Azathiop

rine

Azacytidine,

anakinra,

Tocilizumab



tofacitini

b

Azacizine

Diagnostic or classification criteria

that were met-no.(%)

Relapsing polychondritis 66 1 3 1 1

Sweet's syndrome 1 1

Myelodysplastic syndrome 1 1 0 1 2 1 1

Multiple myeloma or monoclonal

gammopathy of undetermined

significance

1

Polyarteritis nodosa

Giant-cell arteritis 1
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		Authors		Khitri MY		Matsumoto .H		Oganesyan.A		Uchino K		Shimizu T		Ciferska H		Delplanque M		Beecher MB		Gunnarson .K		Holmes A		Horton RK		Lacombe V		Pathmanathan K		Kao RL		Cordtsb I		Topilow JS		Beaumesnil.S		Lucchino B		Ronsin C		Loschi M		Ribereau
-Gayon E		Comont, T.		Matsuki.Y		Matsubara.A		Itagane M		Bert
-Marcaz C		Khosravi
-Hafshejani T		Campochiaro, C.		Mohammed TO		Grosse A		Sharma A		Islam S		total(n=486)

		No. of participants		55		1		1		1		1		3		6		1		2		1		1		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		117

		Demorgraphic charactersitics

		Male sex-no.(%)		53		1		1		1		1		3		4		1		2		1		1		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		113

		Age at onset(range)-yr		66		60		76		80		69		72(76,74,68)		64.3		68		64,72		70		67		74		71		56		60		57		70		75		72		60		58, 89		61 (52-72)		62		68		74		74		70		68,69,70		73,61		69		70		67,67,69		1702.3

		Died before the current study-no.(%)		6		1						1				1																				1																																10



		Genetic characteristics

		Somatic UBA1 variant(p.Met41)-no.(%)										1		3				1		2		1		1						1						3		1																		1												15

		p.Met41Thr(c.122T→C)										1		2						1		1								1						1										4												1		1		1				3		17

		p.Met41Val(c.121A→G)																1						1														1								3						1												1				8

		p.Met41Leu(c.121A→C)												1						1																1						1		1		3				1				1				2										12

		Others				1		1		1																														splice acceptor site variant (c.118-1G>C)						1														1								5



		Key clinical features

		Fever-no.(%)		33		1		1		1		1		1		6		1		1						5				1						2		1		1		1				10		1		1		1				1		3		2		1		1		3		81

		Skin involvement-no.(%)		44		1		1				1		3		5		1		1						2		1				1				1		1		1		1		1		11		1		1		1				1		3		2		1		1		3		91

		Pulmonary infiltrate-no.(%)		13		1		1				1		1		2		1		1						5																				6				1		1						3		2		1		1		2		43

		Ear and nose chondritis-no.(%)		52		0				1				1						1		1		1		3		1						1		2		1				1				5		1						1				4		1		1				1		80

		Venous thromboembolism-no.(%)		26														1		2		1				3																1				7								1								1		1		2		46

		Macrocytic anemia-no.(%)						1		1				3						1		1		1		4				1								1		1		1		1		11		1		1		1		1						2		1		1		3		39

		Bone marrow vacuoles-no.				1		1		1		1				1						1		1				1				1		0								1				11		1		1		1														3		27

		Arthralgia						1				1		1		2										2								1		2		1		0		1				6												1		1				1		2		23

		pericardial effluent																																																																		11

		Renal injury-no.		4																																				1						2														1

		diagnosis of kidney disease																																						Acute interstitial
 nephritis						Not mentioned														AKI



		Laboratory findings

		Median CRP(IQR)-mg/L		69		15		277				10.8		83.5				100				60												24.5				168		30		60		30		30(7.3-154)		100		39						27.3		120,161,202		256		200		33		191,271,340

		ESR(IQR)-mm/hr																				59												125				58																												100,123,129



		No. of participants

		Current or past treatment

		Glucocoricoids-no.(%)		51		1		1		1		1		3		6		1		1		1				1		1		1		1		1		2		1		1		1		1				1						1		1				2		1		1		3		88

		Median no. of synthetic DMARDs												Methotrexate				Methotrexate		Methotrexate		Methotrexate				Methotrexate																Methotrexate		Methotrexate																Methotrexate				Methotrexate		Methotrexate,tacrolimus

		Median no.of biologic or target synthetic DMARDs								Azathioprine		Azathioprine				Azacytidine,
anakinra,
Tocilizumab		
tofacitinib		Azacizine						anti TNF-α antigen,anakinra				Rituximab,ruxolitinib								Azathioprine,Tocilizumab		anakinra, ruxolitinib		anakinra, infliximab, baricitinib,ustekinumab,Ruxolotinib		belimumab						adalimumab		tocilizumab						anakinra,
cacakinumab		rituximab						Rituximab,Adalimumab,Etanercept,tocilizumab,baricitinib,Azathioprine



		Diagnostic or classification criteria that were met-no.(%)

		Relapsing polychondritis		66						1				3								1		1				1										1																														74

		Sweet's syndrome										1		1												3				1		1				1						1		1						1												1						12

		Myelodysplastic syndrome				1				1		0		1		2		1				1										1		0								1				11								1														21

		Multiple myeloma or monoclonal gammopathy of undetermined significance																		1								1																																								2

		Polyarteritis nodosa																												1																						1																2

		Giant-cell arteritis												1																																																						1
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Authors Lacombe V

Pathmanat

han K

Kao RL Cordtsb I

Topilow

JS

Beaumesnil.S Lucchino B Ronsin C Loschi M

Ribereau

-Gayon E

Comont, T.

No. of participants

6 1 1 1 1 3 1 1 1 2 11

Demorgraphic charactersitics

Male sex-no.(%) 6 1 1 1 1 3 1 1 1 2 11

Age at onset(range)-yr 74 71 56 60 57 70 75 72 6058, 89 61 (52-72)

Died before the current study-no.(%) 1

Genetic characteristics

Somatic UBA1 variant(p.Met41)-no.(%) 1 3 1

p.Met41Thr(c.122T

→

C)

1 1 4

p.Met41Val(c.121A

→

G)

1 3

p.Met41Leu(c.121A

→

C)

1 1 1 3

Others 1

Key clinical features

Fever-no.(%) 5 1 2 1 1 1 10

Skin involvement-no.(%) 2 1 1 1 1 1 1 1 11

Pulmonary infiltrate-no.(%) 5 6

Ear and nose chondritis-no.(%) 3 1 1 2 1 1 5

Venous thromboembolism-no.(%) 3 1 7

Macrocytic anemia-no.(%) 4 1 1 1 1 1 11

Bone marrow vacuoles-no. 1 1 0 1 11

Arthralgia 2 1 2 1 0 1 6

pericardial effluent

Renal injury-no. 1 2

diagnosis of kidney disease

Acute

interstitial

 nephritis

Not mentioned

Laboratory findings

Median CRP(IQR)-mg/L 24.5 168 30 60 3030(7.3-154)

ESR(IQR)-mm/hr 125 58

No. of participants

Current or past treatment

Glucocoricoids-no.(%) 1 1 1 1 1 2 1 1 1 1

Median no. of synthetic DMARDs

Methotrexat

e

Methotrexat

e

Methotrex

ate

Median no.of biologic or target

synthetic DMARDs

anti TNF-α

antigen,ana

kinra

Rituximab,r

uxolitinib

Azathioprine,

Tocilizumab

anakinra,

ruxolitini

b

anakinra,

infliximab,

baricitinib,u

stekinumab

,Ruxolotinib

belimuma

b

Diagnostic or classification criteria

that were met-no.(%)

Relapsing polychondritis 1 1

Sweet's syndrome 3 1 1 1 1 1

Myelodysplastic syndrome 1 0 1 11

Multiple myeloma or monoclonal

gammopathy of undetermined

significance

1

Polyarteritis nodosa 1

Giant-cell arteritis
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		Authors		Lacombe V		Pathmanathan K		Kao RL		Cordtsb I		Topilow JS		Beaumesnil.S		Lucchino B		Ronsin C		Loschi M		Ribereau
-Gayon E		Comont, T.		Matsuki.Y		Matsubara.A		Itagane M		Bert
-Marcaz C		Khosravi
-Hafshejani T		Campochiaro, C.		Mohammed TO		Grosse A		Sharma A		Islam S		total(n=486)

		No. of participants		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		44

		Demorgraphic charactersitics

		Male sex-no.(%)		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		44

		Age at onset(range)-yr		74		71		56		60		57		70		75		72		60		58, 89		61 (52-72)		62		68		74		74		70		68,69,70		73,61		69		70		67,67,69		1082

		Died before the current study-no.(%)												1																																1



		Genetic characteristics

		Somatic UBA1 variant(p.Met41)-no.(%)						1						3		1																		1												6

		p.Met41Thr(c.122T→C)						1						1										4												1		1		1				3		12

		p.Met41Val(c.121A→G)														1								3						1												1				6

		p.Met41Leu(c.121A→C)												1						1		1		3				1				1				2										10

		Others																						1														1								2



		Key clinical features

		Fever-no.(%)		5				1						2		1		1		1				10		1		1		1				1		3		2		1		1		3		35

		Skin involvement-no.(%)		2		1				1				1		1		1		1		1		11		1		1		1				1		3		2		1		1		3		34

		Pulmonary infiltrate-no.(%)		5																				6				1		1						3		2		1		1		2		22

		Ear and nose chondritis-no.(%)		3		1						1		2		1				1				5		1						1				4		1		1				1		23

		Venous thromboembolism-no.(%)		3																1				7								1								1		1		2		16

		Macrocytic anemia-no.(%)		4				1								1		1		1		1		11		1		1		1		1						2		1		1		3		31

		Bone marrow vacuoles-no.				1				1		0								1				11		1		1		1														3		20

		Arthralgia		2								1		2		1		0		1				6												1		1				1		2		18

		pericardial effluent																																												11

		Renal injury-no.																1						2														1

		diagnosis of kidney disease																Acute interstitial
 nephritis						Not mentioned														AKI



		Laboratory findings

		Median CRP(IQR)-mg/L										24.5				168		30		60		30		30(7.3-154)		100		39						27.3		120,161,202		256		200		33		191,271,340

		ESR(IQR)-mm/hr										125				58																												100,123,129



		No. of participants

		Current or past treatment

		Glucocoricoids-no.(%)		1		1		1		1		1		2		1		1		1		1				1						1		1				2		1		1		3		21

		Median no. of synthetic DMARDs		Methotrexate																Methotrexate		Methotrexate																Methotrexate				Methotrexate		Methotrexate,tacrolimus

		Median no.of biologic or target synthetic DMARDs		anti TNF-α antigen,anakinra				Rituximab,ruxolitinib								Azathioprine,Tocilizumab		anakinra, ruxolitinib		anakinra, infliximab, baricitinib,ustekinumab,Ruxolotinib		belimumab						adalimumab		tocilizumab						anakinra,
cacakinumab		rituximab						Rituximab,Adalimumab,Etanercept,tocilizumab,baricitinib,Azathioprine



		Diagnostic or classification criteria that were met-no.(%)

		Relapsing polychondritis				1										1																														2

		Sweet's syndrome		3				1		1				1						1		1						1												1						10

		Myelodysplastic syndrome								1		0								1				11								1														14

		Multiple myeloma or monoclonal gammopathy of undetermined significance				1																																								1

		Polyarteritis nodosa						1																						1																2

		Giant-cell arteritis																																												0
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Authors Matsuki.Y Matsubara.A Itagane M

Bert

-Marcaz C

Khosravi-

Hafshejani T

Campochiaro, C.Mohammed TOGrosse A Sharma A Islam S total(n=486)

No. of participants

1 1 1 1 1 3 2 1 1 3 486

Demorgraphic charactersitics

Male sex-no.(%) 1 1 1 1 1 3 2 1 1 3 470

Age at onset(range)-yr 62 68 74 74 7068,69,70 73,61 69 7067,67,69

Died before the current study-no.(%) 85

Genetic characteristics

Somatic UBA1 variant(p.Met41)-no.(%) 1 287

p.Met41Thr(c.122T

→

C)

1 1 1 3 176

p.Met41Val(c.121A

→

G)

1 1 100

p.Met41Leu(c.121A

→

C)

1 1 2 76

Others 1 27

Key clinical features

Fever-no.(%) 1 1 1 1 3 2 1 1 3 340

Skin involvement-no.(%) 1 1 1 1 3 2 1 1 3 374

Pulmonary infiltrate-no.(%) 1 1 3 2 1 1 2 226

Ear and nose chondritis-no.(%) 1 1 4 1 1 1 259

Venous thromboembolism-no.(%) 1 1 1 2 161

Macrocytic anemia-no.(%) 1 1 1 1 2 1 1 3 245

Bone marrow vacuoles-no. 1 1 1 3 166

Arthralgia 1 1 1 2140

pericardial effluent 11

Renal injury-no. 1

diagnosis of kidney disease AKI

Laboratory findings

Median CRP(IQR)-mg/L 100 39 27.3 120,161,202 256 200 33191,271,340

ESR(IQR)-mm/hr 100,123,129

No. of participants

Current or past treatment

Glucocoricoids-no.(%) 1 1 1 2 1 1 3 325

Median no. of synthetic DMARDs Methotrexate Methotrexate

Methotrexa

te,tacrolim

us

Median no.of biologic or target

synthetic DMARDs

adalimumabtocilizumab

anakinra,

cacakinumab

rituximab

Rituximab,

Adalimuma

b,Etanerce

pt,tocilizum

ab,baricitin

ib,Azathiop

rine

Diagnostic or classification criteria

that were met-no.(%)

Relapsing polychondritis 141

Sweet's syndrome 1 1 60

Myelodysplastic syndrome 1 84

Multiple myeloma or monoclonal

gammopathy of undetermined

significance

96

Polyarteritis nodosa 1 18

Giant-cell arteritis 10
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		Authors		Matsuki.Y		Matsubara.A		Itagane M		Bert
-Marcaz C		Khosravi-Hafshejani T		Campochiaro, C.		Mohammed TO		Grosse A		Sharma A		Islam S		total(n=486)

		No. of participants		1		1		1		1		1		3		2		1		1		3		486

		Demorgraphic charactersitics

		Male sex-no.(%)		1		1		1		1		1		3		2		1		1		3		470

		Age at onset(range)-yr		62		68		74		74		70		68,69,70		73,61		69		70		67,67,69

		Died before the current study-no.(%)																						85



		Genetic characteristics

		Somatic UBA1 variant(p.Met41)-no.(%)										1												287

		p.Met41Thr(c.122T→C)												1		1		1				3		176

		p.Met41Val(c.121A→G)						1												1				100

		p.Met41Leu(c.121A→C)				1				1				2										76

		Others														1								27



		Key clinical features

		Fever-no.(%)		1		1		1				1		3		2		1		1		3		340

		Skin involvement-no.(%)		1		1		1				1		3		2		1		1		3		374

		Pulmonary infiltrate-no.(%)				1		1						3		2		1		1		2		226

		Ear and nose chondritis-no.(%)		1						1				4		1		1				1		259

		Venous thromboembolism-no.(%)								1								1		1		2		161

		Macrocytic anemia-no.(%)		1		1		1		1						2		1		1		3		245

		Bone marrow vacuoles-no.		1		1		1														3		166

		Arthralgia												1		1				1		2		140

		pericardial effluent																						11

		Renal injury-no.														1

		diagnosis of kidney disease														AKI



		Laboratory findings

		Median CRP(IQR)-mg/L		100		39						27.3		120,161,202		256		200		33		191,271,340

		ESR(IQR)-mm/hr																				100,123,129



		No. of participants

		Current or past treatment

		Glucocoricoids-no.(%)		1						1		1				2		1		1		3		325

		Median no. of synthetic DMARDs														Methotrexate				Methotrexate		Methotrexate,tacrolimus

		Median no.of biologic or target synthetic DMARDs				adalimumab		tocilizumab						anakinra,
cacakinumab		rituximab						Rituximab,Adalimumab,Etanercept,tocilizumab,baricitinib,Azathioprine



		Diagnostic or classification criteria that were met-no.(%)

		Relapsing polychondritis																						141

		Sweet's syndrome				1												1						60

		Myelodysplastic syndrome								1														84

		Multiple myeloma or monoclonal gammopathy of undetermined significance																						96

		Polyarteritis nodosa						1																18

		Giant-cell arteritis																						10
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Authors the patient Beck, D.B Alhomida.F Dehghan, N Lytle, A. Oganesyan.A Muratore F Tsuchida NObiorah.I. E. Rieu, J. B. Sakuma, M.

No. of participants

1 25 1 1 1 1 3 8 16 1 1

Demorgraphic charactersitics

Male sex-no.(%) 1 25 1 1 1 1 3 8 16 1 1

Age at onset(range)-yr 6664(45-80) 60s 50 68 7667(64-72) 72(66-81) 60(45-77) 78 61

Died before the current study-no.(%) 10 0 0 0 0 1 8 0 0

Genetic characteristics

Somatic UBA1 variant(p.Met41)-no.(%) 25 1 1 8 16 1 1

p.Met41Thr(c.122T

→

C)

1 15 1 2 3 8 1

p.Met41Val(c.121A

→

G)

5 1 2 5

p.Met41Leu(c.121A

→

C)

5 1 3 3 1

Others

Key clinical features

Fever-no.(%) 1 23 1 1 1 3 6 14 1

Skin involvement-no.(%) 1 22 1 1 1 2 7 14 1

Pulmonary infiltrate-no.(%) 18 1 1 3 14 1

Ear and nose chondritis-no.(%) 1 16 1 1 8 12 1

Venous thromboembolism-no.(%) 11 2 2 9 1

Macrocytic anemia-no.(%) 24 1 1 1 1 3 7 16 1 1

Bone marrow vacuoles-no. 18 1 1 1 1 36 16 1 1

Arthralgia 1 1 1 2 4

pericardial effluent

Renal injury-no. 1

diagnosis of kidney disease RPGN

Laboratory findings

Median CRP(IQR)-mg/L 73(18-128) 1 50 68180(140-250) 150

ESR(IQR)-mm/hr 97(64-124) 112(78-137)

No. of participants 25 1 1 1 3 8 1

Current or past treatment

Glucocoricoids-no.(%) 25 1 1 1 3 8 1

Median no. of synthetic DMARDs



Mthotrexate,

Azathioprine



Anakinra



Mthotrexate,

Azathioprine

Ciclosporin,

Mycophenol

ate Mofetil



Mthotrexat

e,Mizoribi

ne

Median no.of biologic or target

synthetic DMARDs



Tocilizumab



Adalimuma

b,

Etanercept,

Abatacept,

Tocolizuma

b, Anakinra,

Tofacitinib



Tocilizumab,

Sarilumab,

Anakinra,

Infliximab,

Rituximab,

Tofacitinib,

Baricitinib



Anakinra,Rit

uximab,Upa

dacitinib

Azathiopri

ne



Tocilizumab

Diagnostic or classification criteria

that were met-no.(%)

Relapsing polychondritis 1 15 0 1 1 1 3 1

Sweet's syndrome 8 1 1 1

Myelodysplastic syndrome 6 0 0 0 3 5

Multiple myeloma or monoclonal

gammopathy of undetermined

significance

5 0 1 0

Polyarteritis nodosa 3 0

Giant-cell arteritis 1 1 0 1
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-Gayon E		Comont, T.		Matsuki.Y		Matsubara.A		Itagane M		Bert
-Marcaz C		Khosravi
-Hafshejani T		Campochiaro, C.		Mohammed TO		Grosse A		Sharma A		Islam S		total(n=486)

		No. of participants		1		25		1		1		1		1		3		8		16		1		1		1		2		10		11		13		15		2		1		1		1		1		1		1		1		1		1		1		1		6		2		11		8		1		1		1		13		11		1		1		116		3		7		2		6		1		1		1		1		23		12		1		1		1		1		1		1		1		1		3				1		1		1		1		1		55		1		1		1		1		3		6		1		2		1		1		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		486

		Demorgraphic charactersitics

		Male sex-no.(%)		1		25		1		1		1		1		3		8		16		1		1		1		2		10		11		13		15		2		0		1		1		1		1		1		1		1		1		1		1		6		2		11		8		1		1		1		13		11		1		1		111		3		7		2		6		1		1		1		1		23		12		1		1		0		1		1		1										1		1		1		1		1		53		1		1		1		1		3		4		1		2		1		1		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		470

		Age at onset(range)-yr		66		64(45-80)		60s		50		68		76		67(64-72)		72(66-81)		60(45-77)		78		61		80		65(63-67)		67		66		62		64		72		51		55		57		72		69		61		66		70		55		76		67		74(70-78)		74,71		63(54-73)		65.5(54-76)		59		55		74		56(45-70)		66(47-83)		68		76		71		68		64		75.5		52.6		70				62		72		74(55-87)		67(47-79)		70		77		67		83		66		77		47		81		66-73		60s-80s		68		56		64		60s		75		66		60		76		80		69		72(76,74,68)		64.3		68		64,72		70		67		74		71		56		60		57		70		75		72		60		58, 89		61 (52-72)		62		68		74		74		70		68,69,70		73,61		69		70		67,67,69		4909.4

		Died before the current study-no.(%)				10		0		0		0		0		1				8		0		0		0		0		4		3		3		0		0		0		0		0		0		0		0		0		0		0		0		0		0		0		1		0		0		0		1				3		0				18				4		1		1										8		6		0				0						1								1								1				6		1						1				1																				1																																85



		Genetic characteristics

		Somatic UBA1 variant(p.Met41)-no.(%)				25						1		1				8		16		1		1		1		2		8		11				15																																																116				3		2		6				1		1		1		23		12						1		1		1		1		1		1		3		3		1		1		1		1		1										1		3				1		2		1		1						1						3		1																		1												287

		p.Met41Thr(c.122T→C)		1		15				1						2		3		8				1		1				5		5		8				1		1				1												1		1								3		3		1				1		8		5				1		52		2		2				1								0		8		7						1		1				1		1				2		1		1		0		1		1												1		2						1		1								1						1										4												1		1		1				3		176

		p.Met41Val(c.121A→G)				5										1		2		5								1		3		3		2								1																								3		1				1				2		3						35		1		1				4								1		10		4				1		0		0				0		0				0		1		0		1		0		0																		1						1														1								3						1												1				100

		p.Met41Leu(c.121A→C)				5		1										3		3		1						1				1		3				1								1		1		1		1		1												4		3								3		1						21		0		0				1				1		1		0		2		1						0		0				0		0				1		1		0		0		0		0														1						1																1						1		1		3				1				1				2										76

		Others																												2		2																																1		1		1										2						8																0		3		0						0		0				0		0		1		0				0		0		0		0		1				1		1		1																														splice acceptor site variant (c.118-1G>C)						1														1								27



		Key clinical features

		Fever-no.(%)		1		23		1		1				1		3		6		14				1		1		2		10		10		13				2		1		1		1		1		1		1		1		1		1		1				5				10		3		1		1		1		13		10				1		75		3		7		1				1		1		1		1				10				1						1		1		1		1		3		2		1		1		1		1		1		33		1		1		1		1		1		6		1		1						5				1						2		1		1		1				10		1		1		1				1		3		2		1		1		3		340

		Skin involvement-no.(%)		1		22		1		1				1		2		7		14				1		1		2		6		11		11				1				1		1		1		1								1		1		1				2		11		8				1		1		11		11						97		3		5		2				1		1		1		1		17		10		1								1		1		1		1		3		1		1				1						44		1		1				1		3		5		1		1						2		1				1				1		1		1		1		1		11		1		1		1				1		3		2		1		1		3		374

		Pulmonary infiltrate-no.(%)				18				1				1		3				14				1		1		1		2		5		10								1														1		1				5		1		6		2				1		1		10		5				1		57		1		6		1		2		1				1		0		12		8																						1						1				13		1		1				1		1		2		1		1						5																				6				1		1						3		2		1		1		2		226

		Ear and nose chondritis-no.(%)		1		16				1						1		8		12				1		1				4		5		13				1		1		1		1		1		1				1		1		1		1				3		1		5		3		1				1		13		5		1				42		2		1		0										1		7		6		1				1		1				1		1				3		2				1		1		1		1		52		0				1				1						1		1		1		3		1						1		2		1				1				5		1						1				4		1		1				1		259

		Venous thromboembolism-no.(%)				11										2		2		9				1				1		1		4		8				1								1		1				1		1								3		1		7		4						1				4						41		0		5								1				0						1		1						1								1														26														1		2		1				3																1				7								1								1		1		2		161

		Macrocytic anemia-no.(%)				24		1		1		1		1		3		7		16		1		1		1		2		10		7		13		15		1		1		1		1		1		1		1		1		1		1		1		1		4		2		11				1				1		13		7		1		1				3		6								1		1		1		19		8		1		1				1				1		0				1		1		1		1				1		1						1		1				3						1		1		1		4				1								1		1		1		1		11		1		1		1		1						2		1		1		3		245

		Bone marrow vacuoles-no.				18		1		1		1		1		3		6		16		1		1		1		1		10		0				15		2		1		1		1		1		1		1		1		1		1						6						6		1		1		1				11				1						5						1		1		1		1				12						1		1		1		1		1		1				1		1		1		1		1						1		1		1		1				1						1		1				1				1		0								1				11		1		1		1														3		166

		Arthralgia						1		1		1				2		4								1		2		3		11		6				2		1		1		1		1		1				1				1						2				6						1				6		11				1		33				2		1				1		1		0		1				3						1														2		1		1		1				1						1				1		1		2										2								1		2		1		0		1				6												1		1				1		2		140

		pericardial effluent																																																																																		11																																																																																																																				11

		Renal injury-no.														1																																										1								3				1																		1																2																																4																																				1						2														1

		diagnosis of kidney disease														RPGN																																										IgA Vasculitis								Not mentioned				renal 
amyloidosis																		RPGN																Not mentioned																																																																				Acute interstitial
 nephritis						Not mentioned														AKI



		Laboratory findings

		Median CRP(IQR)-mg/L				73(18-128)		1		50				68		180(140-250)								150		59.5		10.9(10.7-11.2)		65		114		18						360		72		100		121						78				50		5.16						67/20		30(7.3-15.4)				97		7.21				17.7(9.6-99.5)		114(16.7-205)						61		166		152										6.9																																10.3						69		15		277				10.8		83.5				100				60												24.5				168		30		60		30		30(7.3-154)		100		39						27.3		120,161,202		256		200		33		191,271,340

		ESR(IQR)-mm/hr				97(64-124)										112(78-137)												88(62-105)																														130																		66.5(42-110)										114		93.7										97																																116																								59												125				58																												100,123,129



		No. of participants				25		1		1				1		3		8						1				2		10		11		13				2		1		1		1		1		1		1		1		1		1		1				6		2		11				1		1		1		13		11

		Current or past treatment

		Glucocoricoids-no.(%)				25		1		1				1		3		8						1				2		10		11		13				2		1		1		1		1		1		1		1		1		1		1				1		2		10				1		1		1		13		11				1		38		3		7		2		6		1		1				1		19		12				1		1		1		1		1		1		1		3		2		1		1		1		1		1		51		1		1		1		1		3		6		1		1		1				1		1		1		1		1		2		1		1		1		1				1						1		1				2		1		1		3		324

		Median no. of synthetic DMARDs						
		
Mthotrexate, Azathioprine				
Anakinra		
Mthotrexate, Azathioprine
Ciclosporin,Mycophenolate Mofetil		

Mthotrexate,Mizoribine												
Methotrexate, Azathioprine		Methotrexate						Methotrexate		Methotrexate				Methotrexate		Methotrexate		Mthotrexate				Methotrexate		Methotrexate				Methotrexate						Azathioprine		Methotrexate,salazopirine,				methotrexate				Methotrexate				methotrexate				Methotrexate						Methotrexate				Methotrexate				Methotrexate				Methotrexate				Methotrexate, inhibitor				Methotrexate																		Methotrexate,AZA				Methotrexate		Methotrexate														Methotrexate				Methotrexate		Methotrexate		Methotrexate				Methotrexate																Methotrexate		Methotrexate																Methotrexate				Methotrexate		Methotrexate,tacrolimus

		Median no.of biologic or target synthetic DMARDs		
Tocilizumab				
Adalimumab, Etanercept, Abatacept, Tocolizumab, Anakinra, Tofacitinib		
Tocilizumab, Sarilumab, Anakinra, Infliximab, Rituximab, Tofacitinib, Baricitinib						
Anakinra,Rituximab,Upadacitinib		Azathioprine						
Tocilizumab				
Adalimumab, Etanercept, Abatacept, Tocilizumab, Anakinra, Tofacitinib		
Tocilizumab, Anakinra, Rituximab,Azathioprine		Tocilizumab,
Adalimumab 						Tocilizumab		Adalimumab		tocilizumab, canakinumab,etanercept		adalimumab,ustekinumab,baricitinib,Tocilizumab,anakinra		Azathioprine						Adalimumab										Anti-TNF alpha agents		tocilizumab		IL-6R inhibitors,anti-tumour necrosis factor alpha inhibitor,
azacitidine,
azathioprine,				anti-IL-1 therapy		tocilizumab,canakinumab,etanercept		mycophenolate				adalimbmab,
tocilizmab,
ruxolitinib,
tofacitinib				Tocilizumab		azacytidin,JAK-I		Azacitidine		Adalimumab,Infliximab,Anakinra,Rituximab,upadacitinib,Azathioprine				Rituximab,Tocilizumab,
anakinra,
canakinumab				Apixaban						Tocilizumab,Rituximab,Anakinra,Infliximab		Rituximab,Azathioprine,Azacitidine,IL-1R inhibitors,IL-6R inhibitors,anti-tumour necrosis factor alpha												Azacitidine		Rituximab		Azacitidine		Tocilizumab				Tocilizumab				Tocilizumab		Tocilizumab										Azathioprine		Azathioprine				Azacytidine,
anakinra,
Tocilizumab		
tofacitinib		Azacizine						anti TNF-α antigen,anakinra				Rituximab,ruxolitinib								Azathioprine,Tocilizumab		anakinra, ruxolitinib		anakinra, infliximab, baricitinib,ustekinumab,Ruxolotinib		belimumab						adalimumab		tocilizumab						anakinra,
cacakinumab		rituximab						Rituximab,Adalimumab,Etanercept,tocilizumab,baricitinib,Azathioprine



		Diagnostic or classification criteria that were met-no.(%)

		Relapsing polychondritis		1		15		0		1		1				1		3						1						1		5																1						1		1		1		1				1				3		1				1		13		5		1								1								1				1						1				1		1				1																1				66						1				3								1		1				1										1																														141

		Sweet's syndrome				8		1										1				1						1				5												1		1		1				1		1								3		1				8						1				5								2						4																																1						1														1		1												3				1		1				1						1		1						1												1						60

		Myelodysplastic syndrome				6		0				0		0		3		5												1		6		3		5						1		1						1								1		1				2		11		5						1		3		6		1																																																				0						1				1		0		1		2		1				1										1		0								1				11								1														84

		Multiple myeloma or monoclonal gammopathy of undetermined significance				5		0				1		0																				2																																2										1						1		48				5				5						1		1		11		4		1		1		1		1		1		1		0		1												0																				1								1																																								96

		Polyarteritis nodosa				3		0																								1																																				1										1										0				2								1		7																0																																												1																						1																18

		Giant-cell arteritis		1		1		0										1														1								1																																																						0								3																														1														1																																																						10
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Male sex-no.(%) 1 2 10 11 13 15 2 0 1 1 1

Age at onset(range)-yr 8065(63-67) 67 66 62 64 72 51 55 57 72
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Key clinical features

Fever-no.(%) 1 2 10 10 13 2 1 1 1 1

Skin involvement-no.(%) 1 2 6 11 11 1 1 1 1

Pulmonary infiltrate-no.(%) 1 1 2 5 10 1

Ear and nose chondritis-no.(%) 1 4 5 13 1 1 1 1 1

Venous thromboembolism-no.(%) 1 1 4 8 1 1

Macrocytic anemia-no.(%) 1 2 10 7 13 15 1 1 1 1 1

Bone marrow vacuoles-no. 11 10 0 15 2 1 1 1 1

Arthralgia 1 2 3 11 6 2 1 1 1 1

pericardial effluent

Renal injury-no.

diagnosis of kidney disease

Laboratory findings

Median CRP(IQR)-mg/L 59.510.9(10.7-11.2) 65 114 18 360 72 100 121

ESR(IQR)-mm/hr 88(62-105)

No. of participants 2 10 11 13 2 1 1 1 1

Current or past treatment

Glucocoricoids-no.(%) 2 10 11 13 2 1 1 1 1
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Diagnostic or classification criteria

that were met-no.(%)

Relapsing polychondritis 1 5

Sweet's syndrome 1 5 1 1

Myelodysplastic syndrome 1 6 3 5 1 1

Multiple myeloma or monoclonal

gammopathy of undetermined

significance

2

Polyarteritis nodosa 1

Giant-cell arteritis 1 1
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		No. of participants		1		2		10		11		13		15		2		1		1		1		1		1		1		1		1		1		1		1		6		2		11		8		1		1		1		13		11		1		1		116		3		7		2		6		1		1		1		1		23		12		1		1		1		1		1		1		1		1		3				1		1		1		1		1		55		1		1		1		1		3		6		1		2		1		1		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		427

		Demorgraphic charactersitics

		Male sex-no.(%)		1		2		10		11		13		15		2		0		1		1		1		1		1		1		1		1		1		1		6		2		11		8		1		1		1		13		11		1		1		111		3		7		2		6		1		1		1		1		23		12		1		1		0		1		1		1										1		1		1		1		1		53		1		1		1		1		3		4		1		2		1		1		6		1		1		1		1		3		1		1		1		2		11		1		1		1		1		1		3		2		1		1		3		411

		Age at onset(range)-yr		80		65(63-67)		67		66		62		64		72		51		55		57		72		69		61		66		70		55		76		67		74(70-78)		74,71		63(54-73)		65.5(54-76)		59		55		74		56(45-70)		66(47-83)		68		76		71		68		64		75.5		52.6		70				62		72		74(55-87)		67(47-79)		70		77		67		83		66		77		47		81		66-73		60s-80s		68		56		64		60s		75		66		60		76		80		69		72(76,74,68)		64.3		68		64,72		70		67		74		71		56		60		57		70		75		72		60		58, 89		61 (52-72)		62		68		74		74		70		68,69,70		73,61		69		70		67,67,69		4510.4

		Died before the current study-no.(%)		0		0		4		3		3		0		0		0		0		0		0		0		0		0		0		0		0		0		0		0		1		0		0		0		1				3		0				18				4		1		1										8		6		0				0						1								1								1				6		1						1				1																				1																																66



		Genetic characteristics

		Somatic UBA1 variant(p.Met41)-no.(%)		1		2		8		11				15																																																116				3		2		6				1		1		1		23		12						1		1		1		1		1		1		3		3		1		1		1		1		1										1		3				1		2		1		1						1						3		1																		1												234

		p.Met41Thr(c.122T→C)		1				5		5		8				1		1				1												1		1								3		3		1				1		8		5				1		52		2		2				1								0		8		7						1		1				1		1				2		1		1		0		1		1												1		2						1		1								1						1										4												1		1		1				3		145

		p.Met41Val(c.121A→G)				1		3		3		2								1																								3		1				1				2		3						35		1		1				4								1		10		4				1		0		0				0		0				0		1		0		1		0		0																		1						1														1								3						1												1				87

		p.Met41Leu(c.121A→C)				1				1		3				1								1		1		1		1		1												4		3								3		1						21		0		0				1				1		1		0		2		1						0		0				0		0				1		1		0		0		0		0														1						1																1						1		1		3				1				1				2										63

		Others						2		2																																1		1		1										2						8																0		3		0						0		0				0		0		1		0				0		0		0		0		1				1		1		1																														splice acceptor site variant (c.118-1G>C)						1														1								27



		Key clinical features

		Fever-no.(%)		1		2		10		10		13				2		1		1		1		1		1		1		1		1		1		1				5				10		3		1		1		1		13		10				1		75		3		7		1				1		1		1		1				10				1						1		1		1		1		3		2		1		1		1		1		1		33		1		1		1		1		1		6		1		1						5				1						2		1		1		1				10		1		1		1				1		3		2		1		1		3		289

		Skin involvement-no.(%)		1		2		6		11		11				1				1		1		1		1								1		1		1				2		11		8				1		1		11		11						97		3		5		2				1		1		1		1		17		10		1								1		1		1		1		3		1		1				1						44		1		1				1		3		5		1		1						2		1				1				1		1		1		1		1		11		1		1		1				1		3		2		1		1		3		324

		Pulmonary infiltrate-no.(%)		1		1		2		5		10								1														1		1				5		1		6		2				1		1		10		5				1		57		1		6		1		2		1				1		0		12		8																						1						1				13		1		1				1		1		2		1		1						5																				6				1		1						3		2		1		1		2		188

		Ear and nose chondritis-no.(%)		1				4		5		13				1		1		1		1		1		1				1		1		1		1				3		1		5		3		1				1		13		5		1				42		2		1		0										1		7		6		1				1		1				1		1				3		2				1		1		1		1		52		0				1				1						1		1		1		3		1						1		2		1				1				5		1						1				4		1		1				1		219

		Venous thromboembolism-no.(%)				1		1		4		8				1								1		1				1		1								3		1		7		4						1				4						41		0		5								1				0						1		1						1								1														26														1		2		1				3																1				7								1								1		1		2		136

		Macrocytic anemia-no.(%)		1		2		10		7		13		15		1		1		1		1		1		1		1		1		1		1		1		1		4		2		11				1				1		13		7		1		1				3		6								1		1		1		19		8		1		1				1				1		0				1		1		1		1				1		1						1		1				3						1		1		1		4				1								1		1		1		1		11		1		1		1		1						2		1		1		3		189

		Bone marrow vacuoles-no.		1		1		10		0				15		2		1		1		1		1		1		1		1		1		1						6						6		1		1		1				11				1						5						1		1		1		1				12						1		1		1		1		1		1				1		1		1		1		1						1		1		1		1				1						1		1				1				1		0								1				11		1		1		1														3		123

		Arthralgia		1		2		3		11		6				2		1		1		1		1		1				1				1						2				6						1				6		11				1		33				2		1				1		1		0		1				3						1														2		1		1		1				1						1				1		1		2										2								1		2		1		0		1				6												1		1				1		2		131

		pericardial effluent																																																												11																																																																																																																				11

		Renal injury-no.																																		1								3				1																		1																2																																4																																				1						2														1

		diagnosis of kidney disease																																		IgA Vasculitis								Not mentioned				renal 
amyloidosis																		RPGN																Not mentioned																																																																				Acute interstitial
 nephritis						Not mentioned														AKI



		Laboratory findings

		Median CRP(IQR)-mg/L		59.5		10.9(10.7-11.2)		65		114		18						360		72		100		121						78				50		5.16						67/20		30(7.3-15.4)				97		7.21				17.7(9.6-99.5)		114(16.7-205)						61		166		152										6.9																																10.3						69		15		277				10.8		83.5				100				60												24.5				168		30		60		30		30(7.3-154)		100		39						27.3		120,161,202		256		200		33		191,271,340

		ESR(IQR)-mm/hr				88(62-105)																														130																		66.5(42-110)										114		93.7										97																																116																								59												125				58																												100,123,129



		No. of participants				2		10		11		13				2		1		1		1		1		1		1		1		1		1		1				6		2		11				1		1		1		13		11

		Current or past treatment

		Glucocoricoids-no.(%)				2		10		11		13				2		1		1		1		1		1		1		1		1		1		1				1		2		10				1		1		1		13		11				1		38		3		7		2		6		1		1				1		19		12				1		1		1		1		1		1		1		3		2		1		1		1		1		1		51		1		1		1		1		3		6		1		1		1				1		1		1		1		1		2		1		1		1		1				1						1		1				2		1		1		3		284

		Median no. of synthetic DMARDs						
Methotrexate, Azathioprine		Methotrexate						Methotrexate		Methotrexate				Methotrexate		Methotrexate		Mthotrexate				Methotrexate		Methotrexate				Methotrexate						Azathioprine		Methotrexate,salazopirine,				methotrexate				Methotrexate				methotrexate				Methotrexate						Methotrexate				Methotrexate				Methotrexate				Methotrexate				Methotrexate, inhibitor				Methotrexate																		Methotrexate,AZA				Methotrexate		Methotrexate														Methotrexate				Methotrexate		Methotrexate		Methotrexate				Methotrexate																Methotrexate		Methotrexate																Methotrexate				Methotrexate		Methotrexate,tacrolimus

		Median no.of biologic or target synthetic DMARDs				
Adalimumab, Etanercept, Abatacept, Tocilizumab, Anakinra, Tofacitinib		
Tocilizumab, Anakinra, Rituximab,Azathioprine		Tocilizumab,
Adalimumab 						Tocilizumab		Adalimumab		tocilizumab, canakinumab,etanercept		adalimumab,ustekinumab,baricitinib,Tocilizumab,anakinra		Azathioprine						Adalimumab										Anti-TNF alpha agents		tocilizumab		IL-6R inhibitors,anti-tumour necrosis factor alpha inhibitor,
azacitidine,
azathioprine,				anti-IL-1 therapy		tocilizumab,canakinumab,etanercept		mycophenolate				adalimbmab,
tocilizmab,
ruxolitinib,
tofacitinib				Tocilizumab		azacytidin,JAK-I		Azacitidine		Adalimumab,Infliximab,Anakinra,Rituximab,upadacitinib,Azathioprine				Rituximab,Tocilizumab,
anakinra,
canakinumab				Apixaban						Tocilizumab,Rituximab,Anakinra,Infliximab		Rituximab,Azathioprine,Azacitidine,IL-1R inhibitors,IL-6R inhibitors,anti-tumour necrosis factor alpha												Azacitidine		Rituximab		Azacitidine		Tocilizumab				Tocilizumab				Tocilizumab		Tocilizumab										Azathioprine		Azathioprine				Azacytidine,
anakinra,
Tocilizumab		
tofacitinib		Azacizine						anti TNF-α antigen,anakinra				Rituximab,ruxolitinib								Azathioprine,Tocilizumab		anakinra, ruxolitinib		anakinra, infliximab, baricitinib,ustekinumab,Ruxolotinib		belimumab						adalimumab		tocilizumab						anakinra,
cacakinumab		rituximab						Rituximab,Adalimumab,Etanercept,tocilizumab,baricitinib,Azathioprine



		Diagnostic or classification criteria that were met-no.(%)

		Relapsing polychondritis						1		5																1						1		1		1		1				1				3		1				1		13		5		1								1								1				1						1				1		1				1																1				66						1				3								1		1				1										1																														118

		Sweet's syndrome				1				5												1		1		1				1		1								3		1				8						1				5								2						4																																1						1														1		1												3				1		1				1						1		1						1												1						49

		Myelodysplastic syndrome						1		6		3		5						1		1						1								1		1				2		11		5						1		3		6		1																																																				0						1				1		0		1		2		1				1										1		0								1				11								1														70

		Multiple myeloma or monoclonal gammopathy of undetermined significance										2																																2										1						1		48				5				5						1		1		11		4		1		1		1		1		1		1		0		1												0																				1								1																																								90

		Polyarteritis nodosa								1																																				1										1										0				2								1		7																0																																												1																						1																15

		Giant-cell arteritis								1								1																																																						0								3																														1														1																																																						7








