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A Case of Congenital Pelger-Huét Anomaly

Jung Soo Lee - Eun Sook Kang - Ki Sook Hong - Gyoung Hee Kim*
Department of Clinical Pathology, and Pediatrics,* College of Medicine, Ewha Womans University

Congenital Pelger-Huét anomaly is an autosomal dominant disorder affecting leukocyte
differentiation manifested by the presence of unsegmented or bilobed nuclei with increased
condensation, but it is generally assumed that it has no clinical effects. We observed a case of
congenital Pelger-Huét anomaly in 9 year-old boy. He was admitted to Ewha Womans
University Hospital due to fever and diagnosed as viral infection of upper respiratory tract. On
routine peripheral blood examination, we found majority of the neutrophils had uni-or bilobed
nuclei. In familial examination, his mother & brother have had Pelger-Huét anomaly without
any significant symptoms. On neutrophil function test, moderate defect of chemotaxis was

noted.

KEY WORDS : Neutrophils - Nuclear segmentation - Impaired chemotaxis - Pelger-Huét

anomaly.

A =

A2 A

P

ox

A Pelger-Hugt anomaly: g4 $4do=2
FaEE 5T AR 8 2hstaAe) Fol2 53
FAT Yol EAZQ YA o) dogle A8
ot o] AgelA BolE BRI o] YA o)
& g Fo] 9y FL ojfowt Hol glo &
3] ool a2 EAHQ) SHF R ¥(pincenez or spec-
tacle appearance)2 2 UERITE 12w GAEL AH
I AEA gah dutg oz WdT e J)5F ol
Z 0 5;_ 7-1/\},)J 10 o'l/\]-Z_-] __JQ-O 1,].5].1,}11 o} o 14.5> c‘>_=]

rie

ol

Ho X gletgAle] 745 dozivky Ruska gio®,
A= Buad] me Zeolzt glevt 1/1000%8~1/
10,000% Bmol=]? Fudlal 77k Bas o] Yok
AAA Pelger-Hudt anomalyehs 2] 23, Zalao},
wtelzZetzet w9, M94 dTE 5o 7EF A
HolgZ 009 7 Joldg 2 oYFPI0| Q= 7
%1} colchicine, sulfixosazole™ Z-2 SFAE AHEE o
2BV = o|z|d 4ol BEHEH olul= pseudo
PelgerHugt anomalyztst gt AxEL A7 74
9 34 AEoE 9T ole] dxFo] SHZAA A
90%°13e] A B 52 olgY A& /RS wd
st gole] ojrjue) o] T2 PN ETAAME &

~ 533 -



& 248 #IFge TN MAA Pelger-Huét anomaly
2 g% 188 Fan2y) g7 2ug)

£y 2

righ

{04, 9, 94,
g
L BARE WY 5UARE 38TOPge) o] A
£50] LA 2ot 3R Yo} asig

342 1 108 ol9e] €47 gglent wrke AEgl
o FRHT 7Y F FARE BE FAL Soli}
o] it

A A7 YURA WRE 1203/%, EES
288/, AL-L 380l

Q%) FEY F8o] BAFE A 99 T Soladd
& o)X Qg

i N
m&m»_ﬁ

Gk

Fig. 1. Peripheral blood smear, Patient(Wright stain, X 1,000).
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Fig. 2. Bone marrow aspiration smear, PatientWright stain,
X 400).
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Table 1. Neutrophil function test

1. Neutrophil chemotaxis

Neutrophil noJ/
Boyden chamber well@8mm?)

Stimulants -

Patients Nomal Ratio

control  (P/NC*
PBS 0 0 0/0
FMLP  10°M/L 1152 1792 0.64
10°MAL 512 896 0.57
Heat-inactivated 4224 12672 0.33

normal control plasma
Heat-inactivated

i 5632 10880 0.52
patient plasma

Zymosan activated 6144 14592 0.42
normal control plasma ’
Zymosan activated

. 5888 12288 0.48
patient plasma

PBS : Phosphated buffered saline
FMLP : formyl-methionyl-leucyl-phenylalanine
*P : patients, NC : normal control

2. Neutrophil phagocytosis

Candida Normal Patient

albicans control

Mean channel FL 4.1 16.63 22.29
(Phagocyte . FL/C.albicans FL) (1.0) 4.0) (5.4)

FL : fluorescence

3. Neutrophil respiratory burst activity

Mean channel fluorescence(H,0,)

Stimulant .
Patient Normal Ratio
control (P/NC)*
Rest{no stimulant) 503.24 399.97 1.26
PMA 300ng/mi 920.41 785.21 1.17

PMA : phorbol myristate acetate
*P : patient, NC : normal control

4. Neutrophil microbial killing by flowcytometry

Normal control  Patient

% of C. albicans killing

32.90
by neutrophils

29.33
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Fig. 3. Normal peripheral blood smear, Father(Wright stain,
X 1,000).
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Fig. 4. Peripheral blood smear, Mother(Wrig
(Left).

Fig. 5. Peripheral blood smear, Brother(Wright stain, X1,000)
Right.

ht stain, X1,000)
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Table 2, Hematologic parameters of members of family

Family members CBC
WBC(mm?) RBC(/mm?) Hb(g/dL) - Hct(%) PLT{/mm?)
Patient 7,200 4.14 11.3 350 296,000
Father 6,300 4.14 153 43.7 393,000
Mother 8,700 4.10 139 40.5 216,000
Brother 6,500 4.21 14.4 413 232,000
WBC differential count(%) Nuclear segmentation of PMN(%)
PMN Lymph  Mono Eos Baso 1 I o+ il 1 \Z
Patient 51 38 11 0 0 37 47 10 6 0] 0
Father 60 34 3 3 0] 0 0 0 52 38 10
Mother 58 33 2 7 0 35 28 27 10 0 0
Brother 62 33 5 0 0 23 36 10 28 3 0

PMN : polymorphonuclear neutrophils
1,0, Mo, N, V" No.of nuclear lobes

I * : Bilobed neutrophil of which nucleus shows typical “pince-nez” appearance
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