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[]Case Report []

Aggressive Systemic Mastocytosis Following Ovarian Germ Cell Tumor

Eun Ju Huh, M.D.", So Young Park, M.D.", Sang Rhim Choi, M.D.', Seung Yeon Chung, M.D.",
Jin Han Kang, M.D.", Kyoung Mee Kim, M.D.2, Je Hoon Lee, M.D.2 and Dae Chul Jeong, M.D.!

Departments of ' Pediatrics, *Pathology, *Laboratory Medicine, The Catholic University of Korea College of Medicine, Incheon, Korea

A 4 years-old girl was diagnosed with aggressive systemic mastocytosis at 2 months after the end of
chemotherapy including cisplatin, bleomycin and etoposide for an ovarian germ cell tumor (GCT). She
was shown pigmented skin lesion, hepatosplenomegaly, thrombocytopenia and increased mast cells with
positive toluidine blue staining on the bone marrow examination. Immunohistochemical staining for c-kit
was highly expressed in the bone marrow and skin, but not in the GCT specimen. However, c-kit point
mutation was detected in the bone marrow, peripheral blood and GCT tissue when performing PCR via
oligonucleotide sequencing. We report here on one case of aggressive systemic mastocytosis following
ovarian germ cell tumor with c-kit point mutation. (Korean J Hematol 2005;40:129-133.)

Key Words: Germ cell tumor, Aggressive systemic mastocytosis, c-kit point mutation

¥ Be71Ael diste] obd FatetA deiAA &
A 2 gko v}, A9k A} (proto-oncogene) Q1 c-kite] WHolE
Asto] Aol PASE Ao AAT T ATk
H] 74 ¥ = (mastocytosis)> = A A4 (cutaneous) ol 2%y ARE BV EZ9] WAL 199]
AU (ystemic) © 2 LFAT 2ol AE Aol W AL A%H v or, 2 o) F WolAEZH
T = MAaA gk (urticaria pigmentosa) &2 3E FE ANA D FAAAE A FEZ0)| T)FF =7} By
A olw AFE7|o] HAEHA (oA =E G353 o= Ak wjolH EE3} &l hematologic malignancies)
2 RATY AU A EZ L Aol e 28T, o gHuA) dste] FPAEE AT ARTh
FE AAoA EAYstH 35 o] 9]¢ sl o] ] HE AE2FE Wl EAsts dAHFAHEE st T s}
Rl HIRAEA BB OE 54 0 FA50l Q) & Ao YA Yo
54 2 AFE Uehdim T 24 BHIHE = ool AREL Arotel| A draol A WAYZE wlj oA
| olg SAS FHAY dogd QAR A F8 FEan FPARS F AvE AU AT
o BE dF 5E Belstel 20019 AARAATA  F 1618 APl Sl ol
B v EZe A 71FS JFstgnh” vlukAl
A4 02005 49 209, 4 12005 5€ 309 Correspondence to : Dae Chul Jeong, M.D.
%21 20053 69 10 Department of Pediatrics, The Catholic University of Korea
WAAZE i, AHA] FHF FH 65 665HA College of Medicine
©®703-720, FEANH A Lo}t 665 Bupyeong 6-dong, Bupyeong-gu, Incheon 403-720, Korea

Tel: 032-510-5687, Fax: 032-503-9724
E-mail: dcjeong@catholic.ac.kr

129

Tel: +82-32-510-5687, Fax: +82-32-503-9724
E-mail: dcjeong@catholic.ac.kr.



130 Korean J Hematol Vol. 40, No. 2, June, 2005

0l

2|

g & =09, 34, i}
4 77be] B, AR

o
)
o
ek

ZHd A2l
o4 g 1Y A B3 s 42 Y4,
oA 7143 v oA L F(Fig. 1) Jeerar 934
AAZ A3Y3FHTE ©]3F cisplatin, etoposide, bleomycin
o= 4zt 9] FAAEE st OH a-fetoproteinO]L]-
B-heG 2 BX AFH dEHFoz ddukgS 39l
stttk X8 F2 F o 4 #Esid
E3eE Halm R A4 134 o]
(Fig. 2) HF-ZAHALE Aldsteo] A4 Eof
AGERom, FA BATFH LA FAFoloA 5
Abe AldakA] et
e HEj| ol 7}25_24. Eo] Zq__g o}gi\:}
MHZALA: LA AL 37.1°C, 2FF 9 30
, Wk 2 1283), P9 80/50mmHgo] Sith. A}
& Ausson], ol o 3~dmme] H2A
A

o ruN'
T OT,

e O{N
e e

z
5
o

b o

o R @ o

=

O

A]a‘sg‘ o]u]—z‘ﬂEoﬂﬁ/\]. ]}\1 z‘iﬂAﬂ/\
4= 29,000/ u L,
BAET 08%R o™, WHF] WEELS SFT 67%,
HIZF 29%, T 3%Q L, TS 34,000/ wLo] A TH
24X 7F A 9] metanephrine®} 5-HIAA Q] & AHAHH
ol oy, A tryptase 525ng/mL (HA4H: 1~15ng/
mL)E @A3] F7tE o] AU

UEHMTUAN: AT = A
Helow, MEdT= %—7}54 911, e ¥
ol AL, nldsAE Y 1]

8.8g/dL, ¥+

ooy Ay
B o
fr 2
(o
A
[
b
b

)

4w ow

il

I
.
>

14

2
e
o
mz
rlr
_vh
S
S
(]
Q\%
;Ta
X
U
&

T
(-
i

;o X,
&2
X0
oo

=
e
rr
R
€ Ho
e
=
Pkl
lo,
10
OV
o
]
= il
el
_>.i
™ _,

2 %0
CRGE
T
rﬂ
=

N b

2
__)f_"
b
U,
=
2,

32

=

[ ST <A </ =)

EY
Lo o
=
ﬁ
<
5
ga
[S8)
Z
o
o
ey
LRy

o,
1e)
18
o
£

= on
=
- H:|
o2 Ho
= A
28 ok

Nagata 50| AF&3F W 0 2 c-kit A 2}9] intron 16
7 179) 9714 el AFEHE ALAES o] 4”2
Zrol Wyl 9 wjolA| EE 27
o BAMETEHA HALE Ao
Hulol7l SHAH AT,

E':W*Jg—.”ﬁ. A FH Y &S el 7184
A5 7

-kit 7<4 tﬂ o]
Z 7)ol 4

2

|12 ¥ ok AAHIRMAES A oo 5F5x8
BAZelA s 93] AFEY P38 (human leukocyte
antigen, HLA) AAS Quwhe} 374 Algstl oy I
B} A] ¢Fo} kol interferon- ¢ 1209F TS AF L4
33] H3}FA8laL, 2~H 2ol E, leukotriene & A Al, &
S|2~EHNIA 2 H2 AHAE AT 5839t A8 F
I = QEHEY Y3t By, o4 S BRLo=E &
< ST & AT A8 20LA g R Vs EA
2 A=A Abdeth

lo OEi

1]

a

HI WA 53} v ofA| £ F o] Aa s o] YA == H5-
B¢ =80 oy g Ao HHO]'H]—L}‘% A
5% & BAsts AUt 254 UERE A o]y
st 7|HeE FF AFMEERY A %“—‘"75:13&4 Hj
OP EFo] o] EE AxpHoT WA 5 gl
£ ZHoA wjoEF S AR5t FHE $ 370
o] AY FZAA A8 THA| = (aggressive systemic
mastocytosis) .2 ATE A FAR g2 Q13 o244
obd HASL Aif‘f} 23 o] A kA gt 1
Hu 2 FHldAe A5 T4 F 209 o A2
7<1§]_o] H]—/\g o}ogo:q HHo]./\ﬂ}_Z ] o3 O]—/Hﬁﬂtﬂ]?ﬂ
go] A3t F4717e] /i elEte 0131-4 LTRSS
HlZaitha & 4 ook wah, wjolA| X E o] Fof wk
A BT ZSE 53 29 oJd] e FAd A
she Aoz dEA o] E FH T o]He SR}
ko 7} giet.””

£ Slol= i B Wgy daagtas 2 1
TUZF AR A AARA A 30% ©]/¢<] HITHA]
E7F =A™ 4 o tryptase”t FAS
HTH 2 F 02 sttt Al vl ghA
7]22 WHOe® ¢Jal] &Zol] A==,

5 o]9]9] Z7|e A vIvkA| Z o] H2Hs
O] T Ad7]FEolH, 1 ool HAFA H

olN
N
i

bl

w

)

ol ik o|N
Fede

= oy
=



Qb
o
Bl
to

Fig. 1. Germ cell tumor of the ovary. There was shown imma-
ture teratoma within the mixed germ cell tumor of the ovary
with primitive neuroepithelial components (HE stain, x100).
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Fig. 2. Widespread brown maculopapular skin lesion on the
abdomen with visible oophorectomy scar.

Fig. 3. There were shown a cluster of large atypical mast cells with metachromatic granules in Toluidine blue staining (x 1,000,
A), and strong positive findings of c-kit by immunohistochemical staining in bone marrow (x100, B).
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