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Systemic mastocytosis complicated by secondary sclerosing cholangitis :
A Case Report
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[Abstract] The patient was a 66-year-old man. His chief complaints were fatigue, epigastric discomfort, and weight loss.
Five months after the onset of symptoms, he visited his previous doctor, who reported anemia, an increase in eosinophils,
and hepatosplenomegaly. He was referred to our hospital's Department of General Medicine and Department of
Hematology and was followed up by these departments because there were no obvious abnormalities. Four months later,
he was admitted to the hospital due to worsening fatigue. A CT scan revealed multiple areas of bone sclerosis, multiple
enlarged lymph nodes and hepatosplenomegaly ; furthermore, sclerosing cholangitis-like imaging was performed. A
biopsy of the cervical lymph nodes and a biopsy of the sacrum revealed mast cell infiltration, and a KIT gene mutation
was also found, so the patient was diagnosed with chronic systemic mastocytosis. In systemic mastocytosis, mast cell
infiltration can occur in multiple organs, but there are few reports of complicated sclerosing cholangitis. When imaging
tests reveal sclerosing cholangitis-like findings in addition to systemic findings, such as multiple cases of bone sclerosis
and multiple cases of lymph node enlargement, systemic mastocytosis should be considered.



JUEERGHIREFHMT $£6E

(&S]

NG HNEAE & 1%, B R % 7213 Ml o> ik K OF o B A~ D JIE i
Mo 2 F i L 3 2R ERETH Y, BH EwHIAE & 45 5 1
NGB (KB SN . S VERLWMIIEE &, 5 8E% 56,
U YoNH AL, B OB B e E e b o e 1 L iR
HEAaRBOONS. Tz, BEIIM7Z05, ZRVEMALYE A 7€
DFEHE L THIHEDN D L. A, ZREMAPEIRE %% &
PF U 722 S VRN I RE 0 — Bl 2 REBR L 72720, Wi {57 R 2
&0 TH T OIS 2 N2 THE S 5.

€737

B 6671k

T AEAR, BRI AREEA

HUWEE « XERKED S B OR 25, FRIEFRIERED X 9 7%
WL SAMEA B L Tz B TOMRETREIIED b5
7oA5, FERDSHRGE T A 720, 20 HRIUbEREZHER %3
FRIMIC CHIMERB X ORIMERD 2 2 M BRI A, IFEgEk b5,
WAEMEIL2 ZEERO L5, CTCTHEZ R 270, il dE
P W TUBRMIE AR, WIN o LB EETH ) #E
Bt o T, ZO3INHBIHEREOME - W - £~
AR RO, BIESNAR. MECOEMEZED, LR70F
Y oW ERIBELEGEA D270, 5 HBEICERE 20
5 HR IR HIIO U B AR AR & 2o 7z

BEAERE © ANEE, SIiE, PR, B EESiE
ATEIE  BRAE 10 X 404F (247 A 5 647% F T)

WIREE : @ ANA Y F >, R TIHY, MBIV IVEF,
FNWVAY VY Y sua¥ TV

R - ERRIEBE, B 1750cm, 1KE67.7kg, BMI 22.1kg/
m®, {Kii36.6C, HRHI1100/4r, #. I 110/68mmHh. SpO2
97% (FEWNS). MES, A, W FECESEL COIR L &
WIBTLORENL D). Fofl, HRET IR EE L.
MLMAS © ARiEk403 x 10"/ 11, Hb 115 g/dl, Ht 359%, F
Ifit 8k5200/ w1, 1/~ ARK475 % 10°/ 11, BUN 114 mg/dl, Cr
067 mg/dl, UA 52 mg/dl, AST 20 IU/l, ALT 411U/1, LD
153 10/1, ALP 604 U/L, y -GTP 563 U/L, CK 16 U/l, CRP
1.88 mg/dl, Na 139 mEq/l, K 39 mEq/l, Cl 106 mEq/l, I
115 mg/dl, HbAlc 6.0%, PT 59 %, APTT 465%, D%
4 <= 08 ng/ml, "HEMEIL25ZEK 2861U/ml, CEA 2.1ng/
ml, CAI199 2U/mlPLF, PSA 091 ng/ml

PRWAS T B 1+, BV v 1+, L -
ABERICHEIR M CT 2 g L, S ¥ o3l R25 MBI L
Tw7e. 18F-FDG PET/CTZ#isg L7-& 2 A, WiE, &,
B YOREHANOERF RO, B o EREEDbNT:
(B|1 A, B, O. F/ WMAKEIGWEEEREZROL
¥, 3phase dynamic CT TOEAE %17V, FHFENIEG DT

#R0-(E1 D, ®2). T/, BRMCTHEEORYRGe
JFAMIRE o O % AEREINE, JFMNIRE o3k %2 R0, [HE K
EEZoN o, MUIRMCTHA I X Eo s EAR i
e, PR RIS KIEWE LS Db N2 (B3). £ DA,
EHFIELIT HHR - DB 2L % 80, B HiRHEE
RERSEZON(RA). T/, WINESH ET, LAY
s, RS, EEKENRE O ) oSEiER % RO 7.
1) VSR AR B A N FHC T BEZE R ASIIAT & 72 2V R
GTRERD Loz T, MERY VoS EoT Rt B
DNWERRTT v ¥ AEFERDBIEATEN 2RI E L DA E
RO oz ORI L L CMRCP % Jiifr L 7-
A, A - IFNIRE RGBS 28 & B8 9 TR AR 4R % 72
BH72(B5R). (I IR O L & L THIY » 8
iR, VB o725, REERLFDG PET Q&M A & b
) UL, B SBINTAERE T L. IS OB
BT & 0 & S PN A D 2 M & 7% o 7z

o FRARAR 9 PT L (B6) -

SHER Y Y OoSH, g B X OB E Y S oAMRERE RS, W
) YT, WA E AT L RBEIY RERB VT A
PEWCHEAE U, FENES M /NEL Y o oS ER - IR ERIR T R0 v P
MR OB A 2 520 7 (B6A). Tt TRk Z A9
% BRI A8 c-kit, CD-30BsME% " L7-(E6B). %7z,
g T, FREAII R R & 5 RIRE AR b, MF-3
MBOFHBMEREDBEEZRL TV, INE2ERE LTEY
Kk z 45 2 M LESEIE MBS B L, o ieaki %
o Tz (B6C). LA T v LSRRI,
ckitbatk, S-100, CDlaket:zRL7-(B6D). BEiIZB T
LR Z AT 5 M2 LA A L, 47 Ek
B EES TW2(BR6E). ckit Btk R 3 MHE 2w LR
ML EIER12520% CTH - 72 (FI6FKEN). Db X b 4agik
R R D R W & 7 o 72,

EHMBLURE :

6 H X 0 IFFEMEEE IS LT 7 2 ¥ ) — VR
85259 HICSHIR Y o /3 fidE M ds & OB 2B AR C 4 By i
HNIE DB L 22 o 72, BIMBAE L LTMY) 7 =¥ %R
L, 189 pg/L (F#afi20 u g/L) EBEmMETH - 72, T hid s
HVEMGEHE S P E L e WiERTH - 720 72, MR
REH~Y = =% L0 5 ZOMOERER L E N TH - 7.
TxF¥FVT72FTy, T7EFIVY, TURNZUHRE A
85349 H SSRGS 0egE &, CTIC THFIEG D i/ % 38
Wizl T A= V#ET. E360 H B BEINH
L TWDA, Jhk7 40— 12 TRk o 3EH] AR ATk e &
HoTWwWah, W7+ a8—3 b TwiRuvy, HEERSP

37



UEERGHREFMT $6E

A

E1 FDG-PET/CT
g, B8 AEHYVNEANOBEOERBERDE. SECTTUY Y ITRDERERUCSABEIC—BUCEBRMNBRFDGEER
(SUVmMax8.4) =881z,

B2 &RCT B3 &RCT

A BRECT, B: Bi®iE, C:PIERiE, D : @18 A EECT, B: BiRiE, C:PIERIE, D : 18
BEDCTTHSAICERZRSHTHY, SODOCT CRIBECREME PIIRECHEEICHR LOSERAREZRL, FHBECTIAMED
RERS, FFEARENEEONC. EEEZERs, FABEDEEIRDHF > TLI.

B4 &R CT (ERER) E5 MRCP

EHDBICHRPRERRELEN SR L TV FREEEICZH T DI REEEDILRZRS (). e, A
SBEDZFHBIRIMEZR D, BIEHBEXROMRZ2L TV (K
EM.

38



JUEERGHIREFHMT $£6E

SHLEEHI20%

E6

A UNEI(HE, x400), B: U/VEi(c-kit, x400), C: & (HE, x200), D : L& (c-kit, x200), E: B3& (HE, x200), F: B8 (c-kit,
x40)

SEERY VINE T, RBERAERE T ZARERY VIV U FAMICIEIEL, JEERMEO/NED VN - FEEEEE P EARMEIRDIBEZRD
fo(A). REREICTRIPRARE T 2EREKMERL c-kit, CD-30BHERLIZ(B). i, BT, BHESEICEERIELESRIEENED
$H5N, MF-3EHDBEERMEEDEEE LTV . TNEERE U CGRIARIEZE T ARGV USGERMIENIEEL, FEREEEFE ST
Wz (C). BEREICTHERV UHERMRIE, ckitfElE, S-100, CDl1agdznRURE (D). BEICBWVWTHRIARAZE I HEEGELL
B MEENIEIE L, FEEKSEZEME > TWVZ(E). c-kitf3MZEmng ARV UIHERARRO SHLERIFH 20% Th > 1= (FRED) . LI EF25%

EE R EDFRR T o Iz,

PRI 5 2 2 B CREB L TV 5.

(Z8]

AR A RE X, R 72 13 M oo MR M O 28~ o JIEL i e
R ESEH L T RBHTH Y, BW AR & 4 B kA
AIAE LS A S A, SERIE, BEESHINE o Sk A & U &
NpzezxyIveufa b)) Ly HICERTLZD0L, IEE
MlaoRBICES L LDITHF BN 5.

4 B VAR E O BRAT R & LT, &, BRI, MR, U
VONHN, THALE, PARIRE & v o SRS > THIE DD
5. CORMTHEBLEOMEBHRKIN% TRDON, FHRK
T L LTHREET 2% BWEEet &5l Ratow
ITNIHHEINTEY, CTICLSFMMLAEHTHS. T2,
MRI TIZ BB~ ORI IE > T TG TIRE S, T2
BCEETERL, BERHEEMELRT. RO LI
FAMEBWALE & 2T AL, BERREMLY VNE B
MR, 5 BEHERE 72 &S IC 2T 5 b,

TR ZE DO 51361% TR LN, EAREMES 2IFERB L O
FIIRFEIBH Y > SR 2 255 %, 2 AR 25 MR %038
MEMHELMREITEZIESRITIEICHETLEEZDS
NTW3° EgEFRE LCTMIRHITOARY — 2B AR 2

THILEPWEEN TN,

4 By VRN R RE VS 380 B MBI 2545 7278, AE B O
MRCPIZA b5 & 9 2 BALYEIRE KO IFMIRE I 25T
BARze L KIS R, B X OHAVRE oS MEE RS 5
CEDVHESNTVWA L HEIIME S TWA25 2016 45
SEVEREALPEARAS S Wi L He T 12 B W TE R & 2 RE AL
JHE R & L CaglmiEEd o ncsh, gtk
BRRTIOA F—V R, FVIAL F—YREVSTHED
EWERBICNA T, &g HRmMaLE b #NICHF s 2 LAt
HETH L., 2o, PEECHLE, THRARICOHREL X
2y eGSR TnE Y,

FDG-PET @ 4842 B L Tl Djelbani-Ahmed 5 @ 1941 @
TIZE 2 L, TR BRI AT O 4 B P i Ml o 0 9 78
Tid, WTFNOBERICBWTHHELFDGCO Y AKX BILEE
ENGDPo72EMELTVEY. Lo LiAS, KEITIZPE
REHl, ) Y SHANOFDGEM RO Tz, AFIDHEIX
B A S WHEETH D, W OENIZ X > TFDGHH
DA U A REEATRIBE S .

T (A 1 4 B RS M LAE D BT T R P I E
TBY, BETHL (R, HVENGHIAE O 7 W2k 12
B TR MZEZ A2 2L ROLNTEDY

39



UEERGHRESMS $£6%
R1 Z=EMEHEREDRESEE (WHO 548 2022)
BAR CFrR | BEAX 7 IEiaHiiatt=
B BEAE G HEAE 0 0
Bt MIEEHERLE 2IEHFET 0
<93 B ST ERIRAE 2IEEME 0
ETEE S ERE 11EBRE 20%FT
AE A E [ 11EBRE 20%L £
EMasEE%Z M+ S =5 LR HIE
BAR CAR

OTFE i -l OVWITNHZEREEYT

i) HEREIC BB OREEHIAZREN 30% L £

i) & kU P9 —EfE> 200ng/ml

i) S BEMMAE N RAEMAMERICH T DERT UIVEE

E (VAF) H"10% L1k

QBERRHERTRI A Z S BREBAZ . FIclFFHIk -
BEEK - BB 10%KEE TS BEELR

ClFEsEX - fHesEE Z OB VL IFIREEI v U
VINEIREA (CTPIO—C2cm Bl k)

OMmEREA (FEXFIFPERE < 1000/ p LFTz(F
Hb < 10g/dl F /= (& I1/)R < 100000/ 4 1)
QB PRHSRERE 72 1% S FFIEA
OB HSEETTIE 2 1 S BRI ET AR IR EE
@7 LT = VI AERD Z# S RITFR
ORNEIRZHSEXRERER (2aml L)
CRB/DIEEMEEENRREBZHCHID
BliEssEs

MR A ZE D W7 ML O UL E AR S 5.

KFEBNL, 5, BF, ML V) U SEICHE R R o, BRI
WATHALPENRE AR O W 2 38 72, 19954E 7% 5 2024 4F % C
Tl & H W IAE |, (R LR % 1B X O"PubMed 12T
[systemic mastocytosis | Sclerosing cholangitis |% F—"7 — F
ELTREREREIMAELAHR SO HEmAIRE 2z & %
& L7 2RV LPENRE RO WS ERBUI A B Z 5O T6HIT
oML Bbn s ZRVERALTEIRE %% X 723 SR
ELThdo L) icagtmERL7 I F—Y A, v
I F=Y R EVENY, T2, TFAMEFHLE &72F
OB L L CHEBEME ) Vo8, FImds, B BERHEE
B ENENL, FNEFNHMOAOT R TIXENZ&K ) I
BWH, 2O0FT R E G TEN Z MET L2z Bic 4 B I
AIAE D 25T B UEEN D 5.

(#&E8]

WREALMR, FFMRIE, U > SEE ORI R B PR Je ik o
R 2 B9 2 %63 A S E 2 SUICE VT
Wizdr) JENVNEETH L.

(SImA3ZHE]

1. Elsaiey A, Mahmoud HS, Jensen CT, Klimkowski S,
Taher A, Chaudhry H, Morani AC, Wong VK, Salem Ul,
Palmquist SM, Elsayes KM. Mastocytosis-A Review of
Disease Spectrum with Imaging Correlation : Cancers
(Basel) . 2021 : 13 (20) : 5102

2. Riffel P, Schwaab ], Lutz C, Naumann N, Metzgeroth G,
Fabarius A, Schoenberg SO, Hofmann WK, Valent P,
Reiter A, Jawhar M. An increased bone mineral density

is an adverse prognostic factor in patients with systemic

40

mastocytosis. : J Cancer Res Clin Oncol. 2020 : 146 (4) :
945-951.

3. Leone A, Criscuolo M, Gulli C, Petrosino A, Carlo Bianco
N, Colosimo C. Systemic mastocytosis revisited with an
emphasis on skeletal manifestations : Radiol Med. 2021 :
126 (4) : 585-598.

4. Metcalfe DD, Mekori YA. Pathogenesis and Pathology of
Mastocytosis : Annu Rev Pathol. 2017 : 12 : 487-514.

5. Avila NA, Ling A, Worobec AS, Mican JM, Metcalfe DD.
Systemic mastocytosis : CT and US features of abdominal
manifestations : Radiology. 1997 : 202 (2) : 367-72.

6. Narayanan MN, Liu Yin JA, Azzawi S, Warnes TW,
Turck WP. Portal hypertension and ascites in systemic
mastocytosis : Postgrad Med J. 1989 : 65 (764) : 394-6.

7. Nakazawa T, Notohara K, Tazuma S, Tanaka A, Isayama
H, Tsuyuguchi T, Mori T, Takikawa H. The 2016
diagnostic criteria for primary sclerosing cholangitis @ J
Gastroenterol. 2017 : 52 (7) : 838-844.

8. Sokol H, Georgin-Lavialle S, Grandpeix-Guyodo C,
Canioni D, Barete S, Dubreuil P, Lortholary O, Beaugerie
L, Hermine O. Gastrointestinal involvement and
manifestations in systemic mastocytosis : Inflamm Bowel
Dis. 2010 : 16 (7) : 1247-53.

9. Boddaert N, Salvador A, Chandesris MO, Lemaitre H,
Grévent D, Gauthier C, Naggara O, Georgin-Lavialle S,
Moura DS, Munsch F, Jaafari N, Zilbovicius M, Lortholary
O, Gaillard R, Hermine O. Neuroimaging evidence of brain
abnormalities in mastocytosis : Transl Psychiatry. 2017 :
7(8) 1 ell97.

10. Djelbani-Ahmed S, Chandesris MO, Mekinian A, Canioni



JUEERGHIREFHMT $£6E

11.

12.

13.

D, Brouzes C, Hanssens K, Pop G, Durieu I, Durupt
S, Grosbois B, Besnard S, Tournilhac O, Beyne-Rauzy
O, Agapé P, Delmer A, Ranta D, Jeandel PY, Georgin-
Lavialle S, Frenzel L, Damaj G, Eder V, Lortholary O,
Hermine O, Fain O, Soussan M. FDG-PET/CT findings in
systemic mastocytosis : a French multicentre study : Eur
J Nucl Med Mol Imaging. 2015 : 42 (13) : 2013-20.
Pardanani A. Systemic mastocytosis in adults : 2023
update on diagnosis, risk stratification and management :
Am ] Hematol. 2023 : 98 (7) : 1097-1116.

Li JY, Ryder CB, Zhang H, Cockey SG, Hyjek E, Moscinski
LC, Sagatys E, Song J. Review and Updates on Systemic
Mastocytosis and Related Entities : Cancers (Basel) .
2023 @ 15 (23) : 5626.

Marbello L, Anghilieri M, Nosari A, Minola E, Cairoli
R, Ricci F, Morra E. Aggressive systemic mastocytosis

mimicking sclerosing cholangitis : Haematologica. 2004 :

14.

15.

16.

17.

89 (9) : ECR35.

Baron TH, Koehler RE, Rodgers WH, Fallon MB,
Ferguson SM. Mast cell cholangiopathy : another cause of
sclerosing cholangitis : Gastroenterology. 1995 : 109 (5) :
1677-81.

Papachristou GI, Demetris AJ, Craig F, Lee KK,
Rabinovitz M. Cholestatic jaundice and bone lesions in an
elderly woman : Nat Clin Pract Gastroenterol Hepatol.
2004 : 1(1) : 53-7 : quiz 1 p following 57.

Waldburger N, Rupp C, Klinke S, Wieczorek K, Gotthardt
D, Kirchner T, Schirmacher P, Straub BK. Aggressive
systemic mastocytosis of the liver with cholangitis :
Hepat Oncol. 2015 : 2 (4) : 343-347.

Addepally NS, Klair JS, Girotra M, Jones J, Aduli F.
Systemic Mastocytosis Causing Refractory Pruritus in a
Liver Disease Patient : ACG Case Rep J. 2016 : 3(4) :
el52.

41





