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Adult-onset Cyclic Neutropenia Diagnosed in a Patient with Acute Arthritis
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Cyclic neutropenia (CN) is a rare disorder characterized
by repetitive episodes of neutropenia and is generally asso-
ciated with fever, oral mucosal ulcers, and bacterial in-
fections in the neutropenic episodes. It usually manifests
initially in infancy or childhood as an autosomal dominant
or sporadic condition; however, adult-onset CN may have
an autoimmune etiology. Here, we report the first case of
a 22-year old man with CN in Korea. He developed acute
arthralgia and fever 4 weeks after an episode of lower gas-
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trointestinal symptoms. Serial blood cell counts showed re-
current neutropenia at 3 week intervals. Further, labo-
ratory examination for neutropenia, including neutrophil
elastase gene sequencing, did not reveal any abnormality.
His arthritis and periarthritis fluctuated during his course.
Under the diagnosis of CN, he received regular G-CSF
therapy with partial improvement.
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Adult-onset Cyclic Neutropenia
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Figure 1. Photomicrograph of bone marrow biopsy. The number of myeloid series decreased without the reduction of megakaryocytes
and erythroid precursors in the neutropenic period (A, H&E stain, x200). However, there was no specific finding after the recovery
of neutropenia, except hypocellularity, for his age (B, H&E stain, x200).
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Figure 3. Time course of absolute neutrophil counts (ANC) in
the present case.
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Figure 2. Right ankle MRI (sagi-
ttal view with contrast enhance-
ment) demonstrated prominent te-
nosynovial enhancement along the
peroneus longus (filled arrow) and
synovial enhancement around the
tibiotalar (empty arrow) and sub-
talar (arrowhead) joint in a T1 fat
saturated image (A). Minimal effu-
sion was observed around the tibio-
talar (empty arrow) and subtalar
(arrowhead) joint in a T2-weighted
image (B).
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Adult-onset Cyclic Neutropenia

E3F AdeF oz AstEa $FARALT| 3 E5E =
Foll A= ol gt o] HAHA et He 2T
o] -7 WAt FUA IFFRAETeRE e
T Ak 2 o] Kzt Y FUAE TF LT
Tl A Sele] A9 T ek oldet AP 8l P4
o] % <k 1209 F7) &2 Astga Ak 1d E Zol
A T3 E ATl (1) AFAY] 14 EFTF
o B S Ay A AR A

FANA TFERLZ] ZA0RE 14~40U FVE T
FFaZ0] Uehls A]7o)] w3ro] Hbgsh= w2 o)

e, TR, A%, NF 2 HulEd St
AFH D ol ATk @.5). £ Fele] DAl
FAHaF A7) ARl wedolut TGl Bk
=
=

¢ofob my o

i
rlr
o g ot = oofN o r

A T

52

o3k 2 vhiA I Frkellet. A4
A F718 2T ATl oiRt 7€ FElv 4 &
olA FAGe] FINA ZTTFRET TR VE
A2 ok 714 S T7RETAA BAF o] St
e FA EETRET, AARFAT AFE AR
ol @7 U™ Fel7t FLskdt 8). whekA, B Sl
o] A= EF B AAS s &3 T)A] Sde] RAT
Hep of 1 Aol d2¥dt 23 HLA-B27 449 A& 17

stH, 5T Al7loll &347| 3k o] M AYskaL F o]
o] Hk3-A P o] UehdkE 7heAlel dvk 2y 3%
TRETE Al7lel A A of3t7} 5 31 G-CSF
A7 FodF B S| 3AEE AAE A o, F
718 TS 9t eE Aol E S Tt
SALE A 5 gk gekEct 2 Fele sk 3
Aele] dRle] TFTFHRAEToE 1% AQNA, w4 T
Aedo] Futd ZA Pt gkom, HLA-B270] 44
Q AHE S o] YT &7 Aol s %
o] gt Zlog A} ke FU|A4 35
Aoz gt Srbslal 7l =44
ol EFT3taT)ell 2] i o
- FAE AR R AAE Ad
(necrotizing enterocolitis), 52133, HEF To & Q)] At
g A97F ZaElouk glek 9,10). £ Fele] Al =
A3 =5 B3l 214k glo] MRSAo] ¢]3F 3] 3 soko]
ITT AT e Askg e
AleflA] gk FUIA AT SuldlA ZEE
o] =1} cyclosporine®] EF74F& ZAAIT 73571 9l
o] (8,11-13), E Zel|ol| A% cyclosporines 371 Y7+ A =3
o] Hoto} 35 aFel Bl BA eskel. whehA,
G-CSFE A& FolslHA HAZ ks Azhlew
G-CSF 300 ug 24Y Fo 8 3ZI74£Z A7 AR
I, EnkE el S A fetE= AHE Edd F
71 LT NA AEEE G-CSFEF2 2~3 ug/kg
AY e o g FosA Hw, o] & 53
e TREFY 77 8 F7 W a5 TRET AS Y

P

S orfo ol
Jo
N,
W r
N
£
d

=3 >

e FEA AL B BT TAE SR T dE A

o2 4#A Yk 2,14,15
(=] (o]
4

10.

11.

12.

13.

14.

15.

o)
el o2 AL Bl A A
3 529l G-CSF

. Aprikyan AA, Dale DC. Mutations in the neutrophil elas-

tase gene in cyclic and congenital neutropenia. Curr Opin
Immunol 2001;13:535-8.

. Dale DC, Bolyard AA, Aprikyan A. Cyclic neutropenia.

Semin Hematol 2002;39:89-94.

. Loughran TP Jr, Clark EA, Price TH, Hammond WP.

Adult-onset cyclic neutropenia is associated with increased
large granular lymphocytes. Blood 1986;68:1082-7.

. Loughran TP Jr, Hammond WP 4th. Adult-onset cyclic

neutropenia is a benign neoplasm associated with clonal
proliferation of large granular lymphocytes. J Exp Med
1986;164:2089-94.

. Dale DC, Hammond WP 4th. Cyclic neutropenia: a clin-

ical review. Blood Rev 1988;2:178-85.

. Cha YH, Lee HS, Ahn YM, Koo MS. A case of cyclic

neutropenia. J Korean Pediatr Soc 1993;36:1009-15.

. Oh SM, Kim HS, Kwak JY, Yim CY. A case of cyclic

hematopoiesis. Korean J Hematol 1997;32:428-32.

. Storek J, Glaspy JA, Grody WW, Susi E, Slater ED.

Adult-onset cyclic neutropenia responsive to cyclosporine
therapy in a patient with ankylosing spondylitis. Am J
Hematol 1993;43:139-43.

. Palmer SE, Stephens K, Dale DC. Genetics, phenotype,

and natural history of autosomal dominant cyclic
hematopoiesis. Am J Med Genet 1996;66:413-22.
Barnes C, Gerstle JT, Freedman MH, Carcao MD.
Clostridium septicum myonecrosis in congenital neutro-
penia. Pediatrics 2004;114:¢757-60.

Rodgers GM, Shuman MA. Acquired cyclic neutropenia:
successful treatment with prednisone. Am J Hematol
1982;13:83-9.

Selleri C, Catalano L, Alfinito F, De Rosa G, Vaglio S,
Rotoli B. Cyclosporin A in adult-onset cyclic neutropenia.
Br J Haematol 1988;68:137-8.

Young GA, Iland HIJ, Deveridge SF, Forrest PR, Vincent
PC. Steroid responsive cyclical neutropenia. Blut 1984;48:
153-9.

Heussner P, Haase D, Kanz L, Fonatsch C, Welte K,
Freund M. G-CSF in the long-term treatment of cyclic
neutropenia and chronic idiopathic neutropenia in adult
patients. Int J Hematol 1995;62:225-34.

Horwitz MS, Duan Z, Korkmaz B, Lee HH, Mealiffe ME,
Salipante SJ. Neutrophil elastase in cyclic and severe con-
genital neutropenia. Blood 2007;109:1817-24.



