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A Case of Chronic Lymphoplasmacellular Osteomyelitis
with Autoimmune Hepatitis/Primary Sclerosing
Cholangitis Overlap Syndrome in a Child

Ji Hyuk Lee, M.D., Hyun Young Lee, M.D., Jin Kyu Kim, M.D.,
Jee Hyun Lee, M.D. and Yon Ho Choe, M.D.

Department of Pediatrics, Samsung Medical Center, Sungkyunkwan University
School of Medicine, Seoul, Korea

The Overlap syndrome is characterized by a combination of the major hepatobiliary autoimmune
diseases such as autoimmune hepatitis, primary biliary cirrhosis and primary sclerosing cho-
langitis. It is frequently accompanied by inflammatory bowel disease. Chronic lymphoplasma-
cellular osteomyelitis is characterized by recurrent episodes of bacterial osteomyelitis and is
associated with autoimmune diseases (especially inflammatory bowel disease). We report the case
of a girl who was diagnosed with ulcerative colitis and autoimmune hepatitis at 4 years of age
and with the overlap syndrome with primary sclerosing cholangitis at 6 years. At 9 years, she
was diagnosed with chronic lymphoplasmacellular osteomyelitis. (Korean J Pediatr Gastro-

enterol Nutr 2007; 10: 91~97)
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AIH- PSC FHZFTL

AIH®] 6~7%, H1tA ‘é"-ﬂ' 71} 4 315 (primary biliary
cirrhosis, PBC)9] 1.4~8%7tA] HiiE| 5 glowm Zlgt
71EE WEshe AIH 337 25 2o AL A9
Q] PSC 475 B uff Acker 5= Qick. o7 doht
#2 AololA YeER  anti-neutrophil cytoplasmic
antibodies (ANCA) ¥ oAt} 54 A2 g (inflam-
matory bowel disease, IBD)2] Eulto] Ealc}?. s}A]ut

T ZolollAE R o7p =8,

et wHA] A Y AMEA F79 (chronic lympho-
plasmacellular osteomyelitis) To #HA HFE-A o} &4

9% (chronic recurrent multifocal osteomyelitis)<-
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2 9A 9lon 53] IBDS wubE 57F Sk
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A2EZ 4Aell ZskEl A7 7kl 3 AlFE i
9 (ulcerative colitis, UC) 2] 3L 6ol gtz LAxtA
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15,960/mm’, A& 8.6 g/dL, &% 490x10°/mm’,
Z1leg] 46l 0.7 mg/dL (0.2~ 1.5 mg/dL), ALP 856
U/L (42~98 U/L), GGT 214 U/L (7~32 U/L), AST
775 U/L (0~40 U/L), ALT 454 U/L (0~40 U/L), PT/
aPTT 13.6 (INR 1.1)/61.6=, IgG 2470 mg/dL (694~
1,618 mg/dL)t}.

npolg| 2A4] 7hed 7S Sl A3 24, HBsAg
(-), Anti-HBs Ab (+), Anti-HCV Ab (-), cytomegalo-
virus (CMV) Ab IgG (+), IgM (-), herpes simplex
virus (HSV) type 2 IgG (+), HSV type 1 & 2 I1gM (-)
o]¢Jom EB-VCA IgG (+), IgM (+), EBV-EA (-),
EBNA (+)°]2]

A7kl gt ZAAtoll A antinuclear antibody (ANA)
+ oFA(titer 1 : 80), fluorescent antinuclear andibody
(FANA) %42 homogeneous$l i, ANCAT A (C-
type)ol it L2]3L ceruloplasmin 71 mg/dL (25~ 63
mg/dL), alpha fetoprotein (AFP) 1 ng/mL (0~20 ng/
mL), HCG-beta 0.3 mIU/L (0~5 mIU/mL)%th.
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LHAIA AZ: gIAIA A AA A &
A &7Ao] B, thg 27 A el A
Aol Rt sA AAA AA 2 =37
o] 93] sAo] AAE T

X2 % Fak: o)) AfellA AST, ALT 57, &
A 7 H}Olﬂi E%J]z}%z X Em3l okdl A}
L9 ZA7} g, €4 7l =2 F‘;]_(,‘ﬂ IgG)«] A
2 g1algkA. ANCA S A7FaHal7) okAlel A, aela
7+ 273 Al e 7HA%RS A AeHE &7d0] glo]
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stob= mesalazine (45 mg/kg/day)¥} prednisolone
(1 mg/kg/day)o.2 FokS Azt 209 5] 2]

olgd=, 4% Wy 52 FHF wliLoll prednisolone
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Fig. 1. Liver biopsy (A) Interface hepatitis: infiltration of mononuclear cells and few eosinophils is seen (H&E, x 100). (B) Portal
spaces are widened by fibrous expansion (Masson's trichrome, x 100), (C) Hepatocytes with occasional double nucleoli (arrows),

spotty necrosis (triangles) are seen (H&E, x400).

Fig. 2, (A) MRI: no abnormal liver parenchymal lesion except hepatosplenomegaly is seen, (B) MRCP shows diffuse dilatation
of the intrahepatic ducts (IHD) and common bile duct (CBD). No stone or abnormal mass at distal portion of IHD and CBD

is noted, Pancreatic duct, GB and cystic duct are normal,

S deflazacort® ¢FA| S A Fokslml A L2 03
mg/kg/day 2 ZHatict.
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|3k =< (magnetic resonance cholangiopancreato-
graphy, MRCP)& Al§atgich. @ HAAtollA File]
4l 1.4 mg/dL, ALP 856 U/L, AST/ALT 94/179 U/L,

GGT 360 U/L, 1gG 720 mg/dLE2 Z7F5}9131, MRCP
ALl A B 9lsh Fetat 7k Hte] g v)E
o] £7& Hol(Fig. 2) PSCE Atkslich. AIHE UC,
Z2]al PSC7F sHHE T8-S (overlap syndrome)
ZIct 3}ol| azathioprine (3.5 mg/kg/day), prednisolone
(1.5 mg/kg/day) o2 0%3 H7dste] Fokslgl om
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ZHAMNEA  E5%(chronic lymphoplasmacellular
osteomyelitis) 0.2 215t} ). 3to}= azathioprine (2
mg/kg/day)@} prednisolone (1 mg/kg/day)o2 FoFS
HAste] fEellA] AEFH o Hapglont Tk
Sol Alg APE L Y HEe THo| HolA| ofof
10A] 7 azathioprine©ll 4 cyclosporine (5.5 mg/kg/day)
o7 WHskgich

Azl Bol= cyclosporine (5.5 mg/kg/day), predni-
solone (0.4 mg/kg/day), ursodeoxycholic acid (UDCA)
(22 mg/kg/day), calcitriol (0.5 mcg qd), alendronate
(10 mg qd) 58 FolH, FEX 5% Bt T
Ayt ol AN & ]l 17.7 mg/dL, ALP 655
U/L, GGT 1,148 U/L, AST 254 U/L, ALT 655 U/L
5 A%H ez 17)5o] S3hEl: PP Ho] ol

= THIs gl 4 B Foldh

Fig. 3. (A) Knee X-rays
show severe osteosclerotic,
osteolytic lesions and pe-
riosteal reaction on both
distal femurs and right pro-
ximal tibia, (B) Knee MRI
shows an abundant peri-
osteal reaction involving dis-
tal femur and proximal tibia
associated with  marrow
change including proximal
fibula,
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2o vt 22 dell4= HLA-DRBI1*13013%
DQB1*0201 haplotypeE°| Zt7t #1383} A2 AIH
o} Ag=lo] gioka A F . AIHY] 2H T &7
A 7k A Z] AH(bridging necrosis)tt THA| £ A(mul-
tiacinar necrosis) 45 Y ufjoll= 7HwFoz 2
3y gHgo] =Y.
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AP oz Erdeh AlY AlHE A7FAI7E 37
A e} 3 28)A) (smooth-muscle antibody, SMA)S F+
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Ayell B oldH e g A3t AIE Fshe At o
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