iR ek e] <) A 87 d Al 1% 2014

sl 5-4lekel Ak S IgG

http://dx.doi.org/10.3904/kjm.2014.87.1.96

S
rf

+f
ko
=,
r
o)
()
e
nf,

IgG4-Related Tubulointerstitial Nephritis Accompanied by
Henoch-Schonlein Purpura

Hyun Yang, Soo Kyoung Choi, Bokyoung Kim, Ji Yeon Yoo, Eun Sil Koh, Yoon Sik Chang, and Sungjin Chung

Department of Internal Medicine, The Catholic University of Korea College of Medicine, Seoul, Korea

Tubulointerstitial nephritis is one of the common manifestations of immunoglobulin G (IgG)4-related disease; however, among

all cases of tubulointerstitial nephritis undergoing renal biopsies, [gG4-related tubulointerstitial nephritis seems to be relatively rare

because of its trivial urinary findings. A previously healthy 54-year-old man was referred to our clinic with a 4-week history of

lower leg purpura and renal dysfunction. A kidney biopsy was planned because of bilateral renomegaly, by imaging studies, and

elevated serum creatinine levels. Pathological findings in the kidney showed prominent infiltration of IgG4-postive plasma cells in

the tubulointerstitium, but not the glumeruli. A skin biopsy revealed leukocytoclastic vasculitis, accompanied by deposition of IgA
and C3 in the vascular wall, indicating Henoch-Schénlein purpura (HSP). Although cases of combined IgG4-related disease and

microvasculitis, including HSP, are extremely rare, the possibility of an association between two diseases deserves attention.

(Korean J Med 2014;87:96-100)
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e 47 2 B e Aol WY agobEd 10
mg/dL, 4 AR A] Tl ol Rl S WA BRj7L
oF BHA]9] AARE FA wRtelA o2 eick ] 2
Y PR OF thelo] Aauke FaR B el el
sof s 5-4letel XA o) 4stel selzk 78 bl

AL 12 gy AL ? L2 71%@01 slolc el

QeIsis o M Al sl 15 B

593 ZAIE BB AL of 20 AREH 9 S0
om HF= 15Y 18] 1Y F=ekal a3tk

Uil Al AR RN A] o ehef o] ApARto] bkl ot
the|o] Fa Rz Qigich Y TA] EeF 110/80 mmHg,

u} 743)8, 58 20808, AL 68Tl & 34 ¢ )
Solis o4 Azlo] Molx] gigkom FAY, FH U By

Y 5ol o] =R kgt

ahz Foll A7 WE I 4460/mm’, DA A 11.4 g/dL,
2ot 243,000/mm’ AT} @ A3kl Ao A ey
23.7 mg/dL, FFoLeld 229 mg/dL, & Th 9.1 g/dL, ATl
3.49 g/dL, Na 136 mEqVL, K 3.9 mEqU/L, Cl 106 mEq/L, ZH45
84 mg/dL, 2 4.1 mg/dL, v} 14|45 2.3 mg/dL, AST 21 UL, ALT
17 TUL, & 92|54 033 mg/dL, ALP 242 IU/L, obdelo}A]
134 UL, 2|mto}A] 63.9 IUL, & Z&|AHE 120 mg/dLych

B m?i

=

ad AN 248 1+, AET 49YHPFS 29Il 244)7F
2% AARE AT A3t AHEF 2,300 mL, FE|otEd 221
mgkg, A otEld A&

L 4662 mg/dayS Bk &

e o4 3 71 3R 4

45.2 mU/min/1.73 m*¢l o0 Thel e
A HAM|A= By H 9
JoIAaL Ap7hA e A ZALefA

gFale}A| oFAd, 1:320, homogenous type®] 312U} Anti MPO

ANCA 24, Anti PR3 ANCA 24, Anti dsDNA 4], Anti

GBM Ab &40]1t}. 8% [eGE 4,589 mg/dL (R 9]

700-1,600 mg/dL)2 Z7}% o] Q1L IgA+= 156 mg/dL (70-

400 mg/dL), IgM+ 68 mg/dL (40-230 mg/dL)$ 31, IgE+=

2193 TUmL (< 158 TUmL)2 Z7}1=]o] 9Jitk C3+=19.2 mg/dL

(76-139 mg/dL)2 AT o] QI3 C4 FA] < 2 mg/dL (12-

37 mgdL)= Zhaxso] QIQIth. &7 Bl Aol A Tl 7]

FE AAE AR A3 oAl R 2 E RS (poly-

clonal gammopathy)o| ZHakE| et A4 2-8u} AARoA &

2 AR 592 x 12.5 em, = AR 6.93 x 124 cm&Z ThA A

Bglon], 2gut Sofo] tht FbElglot W A4 Ha
= Aaolglch

A7) Ashe] Uslo] BRustel olo] AR A5t
Sk Wk A4 Al 2L ATEeIAE Solad
o] Ho]x] 9Igkort THlolA TN, FANE % 557
£ ulEE TRt AFAES0) A8 W 4987 B9
1A 915 2 Bt DA ckEe. 1A). Wl
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Aol GIIek. olo] % IgG T1e|3 IgGh WSt A NS 7}
2 A Ak aAEEdelA % 1gG7t nlehy e B
%iFig. 1B) S5 1G4 P2l B2 A|m7} 50% o142l AL
ShelsieFig. 10). olefet £A5S Fastol 1G4 A
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Ato A= Alu]of] WEgEuly] &3 (leukocytoclastic vascu-
litis)©] A~o] 2w U I(Fig. 2), HAFFHM A diH
of [gA9} C37F A &Hel 220l §lof 8| =B-4l2kQl AARte.
=2 ek = Qleleh

IgG4 A e Al H Al o= SHRIE o5 Ayt €4
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EE 40 mg/day= 2|55 AJASEGIAL A= 2500 O 5HA|
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Figure 1. Histological findings in renal biopsy specimen. (A)
- Inflammatory cells (mainly mononuclear cells) had infiltrated the
" interstitium with marked interstitial fibrosis and tubular atrophy
(H&E staining x 400). (B) Immunohistochemistry revealed abun-
dant IgG-positive plasma cells in the interstitium (% 400). (C)
 Immunohistochemistry revealed abundant IgG4-positive plasma
cells in the interstitium (% 400).
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Figure 2. Histological findings in a skin biopsy specimen from
the lower leg shows leukocytoclastic vasculitis at the dermis 2%t 3RE0] E4 W JHERS 2 Ao A 1gG47F w2

(H&E x 400).
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Table 1. Levels of seven selected cytokines

Cytokine Reference range Result
IL-2 1.1-:9.2 <0.1
IL-6 1.1-10.8 <0.1
IL-10 2.4-6.6 8.4
IL-12 8.6-27.2 <0.1
1IL-17 6.5-38.5 <0.1
IFN-y 48.4-127.6 <0.1
TNF-o 14.2-61.7 42.1

IL, interleukin; IFN, interferon; TNF, tumor necrosis factor.
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