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A Case Report of Childhood Tracheobronchopathia Chondroplastica
Associated with Dyskinetic Cilia Syndrome
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The case of an 1l-year-old Japanese boy with tracheobronchopathia chondroplastica and
dyskinetic cilia syndrome is reported. The patient had suffered from frequent sinusitis and chronic
otitis media with effusion since age 2. Bronchiectasis was also found at 6 years of age. The patient had
thereafter suffered recurrent annual episodes of pneumonia despite standard drug therapy.

Fiberoptic bronchoscopy was carried out on admission and disclosed multiple small, white nodules
in the tracheobronchial mucosa. Histologically, they were simple nodules of cartilaginous tissue. The
ciliary beat frequency of the epithelium was confirmed to be abnormally slow. Electron micrograph
showed that 20% of bronchial cilia had abnormally arranged peripheral microtubules.

Neurological abnormalities such as mild mental retardation, abnormal EEG and the enlarged
lateral ventricles which were found in this patient, suggest a possible coexistence of dyskinetic cilia
similar to those of cranioventricular ependyma.

A review of the literature revealed that tracheobronchopathia chondroplastica combined with
dyskinetic cilia syndrome has not previously been reported in the pediatric age group.
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SR LERBERPERELDEZ LD,
dyskinetic cilia syndrome (LLF DCS) &#r&
nv2, NEBMERCAAFEEE I 00 H D, —
¥, BEEWRMESKEXKE ZIE tracheobron-
chopathia osteochondroplastica (LA TO) i3,
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BS CRGBRBICER B B O T & A - TR ERE TR
K B K& F fE tracheobronchopathia chon-
droplastica(LLF TCO) D oD fERB R &6t L 7o/
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Afifige o te D FEIRBE~ARE, FRHCKE IR RAE
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REE & oo e, 10mERE, BOWKE LS FisiciE
BUARL. BEHE S X OB < 7w, 115K
107 AR EL 2302, BEEWCTAR L o1,

BE | £AREBITLEERE, H&K114.3cm (+
0.15S8D), {&E35.1kg(—0.18SD), FgH68cm(—
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CBC Arterial blood gas analysis
WBC/ gl 13,900, 8,600 PH 7.47
Seg % 86, 79.9 PCO, mmHg 32.6
ESR mm/hr 23, 5 PO, mmHg 104
Serum-chemistry HCO, mmol// 22.4
TP g/dl 7.3, 7.2 BE mmol// —-0.7
alb. g/dl 3.7, 4.1 | Immunological test
Na mEq/dl 139, 139 1gG mg/dl 1,648, 1,415
K mEq/dl 3.8, 3.8 IgM mg/dl 242, 274
Cl mEq/dl 104, 104 IgA mg/dl 156, 131
Ca mg/dl 8.5, 8.6 IgE mg/dl 39, 62
Creat. mg/dl 0.6, 0.7 | IgG subclass
BUN mg/dl 4.4, 12.0 IgG, mg/ml 7.42, 4.22(3.3-14.4)
PPD =) 1gG, mg/ml 0.35, 1.35(0.56-5.25)
Serological test i IgG;  mg/ml 0.86, 1.49(0.1-1.07
CRP  mg/dl 0.4, 0.0 IgG, mg/ml 0.01, <0.01€0.017-1.7)
Cold agglutinin ; Lung function
<16 A%® L 1.41
Sputum culture %VC % 58.7
Hemophilus influenzae FEV,, L/sec 1.0
+> FEV,.%% 75.7
Streptococcus pneumoniae Saccharin test 3545245, 5 43158 (304 LAPD)
-+ iR FIE /% mmH,0 190/120 (BERE5mI)
Mycobacterium tuberculosis Prot. mg/dl 23
(- Sugar mg/dl 54
IgG index 0.57(<0.6)
ABR A 1 3% O WEFERE

BfE» 2 BIEFI L TH B D1k EM600mg/day 5 R oA EE 1 » » 2 WILIEHE
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microtubule activated ATPase TH5 & 1 = v
B REBIEFmI T2, HEMROEER
=¥ organella transport i AT B 5T %
%18 1 brain dynein, kinesin 2 &EZE L, T D
brain dynein % microtubule activated ATPase
THAHERBIN TS, L T, PCD OFMR
FREFROFRBIFEL L P S h T 7 A3, brain
dynein O RE & DI OBIEESHER S 5,

REFIOTEREORTERRE (K 3b) HEAIH
NERITH Y, TOHEDEEDOR20%TH -
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RICKTEZHREORAE LTEFR2D LS
EEOFEP DT H R D790, LoHh T
DCS, HEDOIERESFREL->Tns EEb
hiz,

BAEG) D KE SR O LTt OFE R,
ERES L VEREEBIER IR TE Y, RN
BEED D\ IREERMERE KT I tracheo-
bronchopathia chondroplastica (TC) 23% z b
i, BEEHEEEKE KT X IE tracheo-
bronchopathia osteochondroplastica (TO) 1%
FELRBLZCE TR ERBrRERR IND
EBTHD, 185741z Wilks Hiz X b bony and
cartilaginous mass in the larynx and bronchi &
LT, #IHTHREEhTEY, 19105 Aschoff b
DN TO &y L 7ot920, -~ 8H ci DCS &
TO  D&HOWE L, MEOEMIARE T
H5, TO IR REBEBR TS 50, BEHEET
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. Williams-Campbell syndrome
. Tracheobronchomegaly
. Cystic fibrosis
. a-antitrypsin deficiency
. Immune deficiency syndrome
Agammaglobulinemia. IgA deficiency.
IgG2 deficiency,

DT o W BN

Complement deficiency. Neutrophil dysfunction.
6. Dyskinetic cilia syndrome
a) Primary cilia dyskinesia : immotile cilia synd.
b) Acquired cilia dysfunction
7. Young syndrome
8. Postinfectious
(Pneumonia, Bronchitis, Chronic sinusitis)
Measles, Pertussis, Adeno virus 1, 3. 4, 4, 21,
Mycoplasma
9. Sarcoidosis
10, Amyloidosis
11. Bronchial foreign body
12. Neoplasma: Leiomyoma, Lipoma, Wegener’s
granulomatosis, etc
13. Lung abscess
14, Bronchial asthma

TRTRATH S, 1902 EOHRER T, 12
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PilkEAEBE T % 0 b DITRIEH B B TTEEHEZE DR
ELDOREBERLEOFES RBE I i,

ABNE, JEROGREEER DD, HEIOSF,
BREGHFEIL, [EZHREN HE, OvTix
K[EEORTHEBOBFBRA LS, TC ¥ HAE
LDRTFEERE 2 bhl, FOEABI, —&
M REZREHEORYE (SCD) A\ ii—f
ol IgG R TEZEDORENE N D, FRiE
BEEHiLIOTHA S, Tl TCH VT HiZ TO
ANERBLTRLOTHA I, AR LI
HEZHEEIBROGHL L BEHR 5 A,
PCD OFAFERTH D AEER L Z 2 bRk,

—1511—



454

#® &

LB WAEIE D /R dyskinetic  cilia  syn-
drome, EREWHEMREIE LI LS N HEF
WRE L\ SERFENPAH L, FoEKRE

ZoOWTETOEEYIMZHBEL 1o,

AR OE T 305 B AN R F SRR
S#ETS CFR3ET I3 BEFLESER <

FEELRK,
X #
D EE &, &R#k  Immotile cilia fEER, B
REERE 20 364-369, 1988
2) BN 18 RSB EREGR. BN RERAR,
NREZFO#E, (VMR B BEE)pp229-239,4+
&R, Hal (1989)
EER, BY B, EEREMF | Tracheobron-
chopathia osteochondroplastica.® % 10 :
172-178, 1991
Trevisani L, Sartoi S, Pazzi P et al:
Acquired ciliary defects in bronchial epith-
elium of patients with chronic bronchitis. Res-
piration 57 : 6-13, 1990
Wilton L], Teichtahi H, Temple-Smith PD et
al:

kY

4

5

N\

Structural heterogenity of the axonemes
of respiratory cilia and sperm flagella in nor-
mal men. J Clin Invest 75 : 825-831, 1985
Lungarella G, Fonzi L, Ermin G: Abnormal-
ities of bronchial cilia in patients with chronic
bronchitis. Lung 161 . 147-156, 1983

FE OE EBXE, I 2 BHESERRR
B2 REZHE O BB EZNFE. BlRs
8% 23 436-443, 1985

Rubin BK: Immotile cilia syndrome (primary
ciliary dyskinesia) and inflammatory lung dis-
ease. Clin Chest Med 9 : 657-668, 1988
Cornillie FJ, Lauweryns JM : Atypical bron-
chial cilia in children with recurrent respira-
tory tract infections. A comparative ultras-
tructural study. Pathol Res Pract 178 :
595-604, 1984 :

Corbeel L, Cornillie F, Lauweryns J et al:
Ultrastructural abnormalities of bronchial cilia
in children with recurrent airway infections
and bronchiectasis. Arch Dis Child 56 :
929-933, 1981

Greenstone M, Cole PJ: C(iliary function in
health and disease. Br J Dis Chest 79 . 9-26,
1985

12) Smallman LA: Priamry ciliary dyskinesia

6)

1))

8)

)]

10)

1D

— 1512 —

and Young’s syndrome. Clin Otolaryngol 14
271-278, 1989
Greenstone MA, Jones RWA, Dewart A etal:
Hydrocephalus and primary ciliary dyskinesia.
Arch Dis Child 59 : 481-482, 1984b
Afzelius BA: The immotile-cilia syndrome
and other ciliary diseases. Int Rev Exp Pathol
19 © 1-43. 1979
Bannister CM, Chapmann SA: Ventricular
ependyma of normal and hydrocephalic sub-
jects: A scanning electromicroscopic study.
Develop Med Child Neurol 22 . 725-735, 1980
Hirokawa N, Sato-Yoshitake R, Yoshida T et
al: Brain dynein (MAPIC) localizes on both
Anterogradely and retrogradely transported
membraneous organelies in vivo. J Cell Biol
111 0 1027-1037, 1990
RBEER | [ELIERE, DR REHREL F
MRS, IB.UME B, ZHFM, BRE
HBE R, ppll9-139,4UEE, FE (1980
KHEE, EREWX  [EZIEE. Medicina
251 1738-1741, 1988
Wilks S: Ossific deposits on the larynx, tra-
chea and bronchi. Trans Pathol Soc Lond 8 :
88-88, 1857
Sakula A:
303-303, 1968
Dalgaard JB: Tracheopathia chondroosteo-
plastica. Acta Pathol Microbiol Scand 24 :
118-134, 1947
MEEBER, LBEERF, KTEEEREH ! Tra-
cheobronchopathia osteochondroplastica @ 4
TEFl, K& 8:77-84, 1986
BES, AFRLLE, #HARRFEY»  ZRMEK
EXHNREED LEFA. Al 46!
563-569, 1987
24) Morgan G, Levinski RJ: Clinical
significance of IgG subclass deficiency. Arch
Dis CHild 63 : 771-773, 1988
25) REXE, BAEGF, BATREZ I | EIEERL
REMELXRDE L c—8% IgG2 KIBFED 1
#i, /NREZ 53 1464-1471, 1990
AIREAA, EILER, HFEERE,  DNEHcE
BFrMmiElgGY 77 7 A0EER. BEob@ i
148 : 427-428, 1939
Umetsu DT, Ambrosino DM, Quanti I et al:
Recurrent sinopulmoanry infection and impair-
ed antibody response to bacterial capsular
polysaccharide antigen in children with selec-
tive IgG-subclass deficiency. N Engl J Med
313 :1247-1251, 1985
28) Ambrosino DM, Siber GR, Chilmonczyk BA

13)

14)

15

16

17

18>

19)

200 Rigid trachea. BMJ 2(600) :

2D

22

~

23)

26)

2D



et al: An immunodeficiency characterized by
im“paired antibody responses to polysacchar-
ides. N Engl J Med 316 © 790-793, 1987

29) Gigliotti F, Herrod HG, Kalwinski DK et al:

455

Immunodeficiency associated with recurrent
infections and an isolated in vivo inability to
respond to bacterial polysaccharides. Pediatr
Infect Dis J 7 : 417-420, 1988

— 1513 —



