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TWO CASES OF CONGENITAL CONSTRICTION BAND SYNDROME
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Abstract: We encountered two cases of congenital constriction band syndrome
(CCBS). The first case was 11-day-old boy weighing 3,150 g delivered at 38 weeks of
gestational age. He revealed constriction band on the proximal part of the right index,
digitus medius and digitus anularis. These fingers were shortened and syndactyly between
digitus medius and digitus anularis was present with fenestration. The second case was a
0-day-old girl weighing 1,590 g delivered at 36 weeks of gestational age. Fetal echography
revealed decreased amniotic fluid and intrauterine growth retardation at 36 gastational
weeks. She had a constriction band of the left wrist joint with deformity of the left hand.
Both infants were diagnosed with congenital constriction band syndrome based on the
presence of a typical constriction band, without any other anomaly. Therefore, disruption
of the amniotic membrane was speculated to have occurred at 5 to 7 weeks of gestational
age.
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Fig. 1-1. Constrictions are present on the prox-
imal part of the right index, digitus
medius and digitus anularis in the right
hand.
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Fig. 1-2. Bone structure of the right hand by X
-ray film.

Table 1. Laboratory Findings

Peripheral blood Blood chemistry CSF
RBC 4.80x10¢ /ul ;I‘*bil. 5.8 mg/dl Poly 15 /3F
Ht 52.9 % I-bil. 0.8 mg/dl Mono 3 /3F
Hb 17.5  g/dl GOT 98 IU/N Protein 125 mg/dl
Plt 30.1x10* /ul GPT 14 10U/ Glucose 66 mg/dl
WBC 11,900 /el LDH 855 1U/1 Cl- 124 mEq/1
Metamyel. 3 % CK 1152 IU/1
Stab. 35 % BS 52 mg/dl
Seg. 52 % Na* 137 mEq/1 Blood gas analysis
Eos. 0 % K+ 4.8 mEq/l pH 7.397
Bas. 0 % Cl- 103 mEq/1 PCO, 26.9 mmHg
Lym. 4 % Ca 7.8 mg/dl PO, 42.9 mmHg
Mon. 5 % P 4.6 mg/dl HCO, 16.1 mmol/1
A-lym. 1 % CRP 7.5 mg/dl BE —6.4 mmol/1
Chromosome analysis 46XY venous blood
Culture Blood, CSF : negative Fi0,=0.21

Laboratory data of patient 1 on admission.
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Fig. 2-1. Constriction band of the left wrist joint
with the deformity of the left hand.
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Fig. 2-2. Bone structure of the left arm by X-ray
film.

Table 2. Laboratory Findings

Peripheral blood

Blood chemistry

Blood gas analysis

RBC 3.97x10° /ul T-bil.
Ht 44.1 % GOT
Hb 15.2 g/dl GPT
Plit 26.5X10* /ul LDH
WBC 7,300 /ul CK
BS
Na*
K+
Cl-
Ca
CRP

2.3 mg/dl

23 1U/1 pH 7.295

21 1U/1 PCO, 43.3 mmHg
530 IU/1 PO, 58.8 mmHg
143 U/ HCO;~ 20.4 mmol/1
59 mg/dl BE —5.6 mmol/1
139 mEq/1 venous blood

3.9 mEq/l Fi0,=0.21

105 mEq/1

9.9 mg/dl Chromosome analysis not done
0.2 mg/dl

Laboratory data of patient 2 on admission.
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Table 3. Classification and frequency of congenital constriction hand syndrome on the extrimities

Constriction band (a)

. . Acrosyndactyly Intrauterine Combined
with without (b) amputation (c) (a), (b)), and (c)
lymphedema lymphedema
mono-limb
R 7 cases 3 cases 8 cases 8 cases 7 cases
malformation
ly-limb
poly=im 69 cases 25 cases 55 cases 76 cases 40 cases

malformation
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