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Prader-Willi syndrome (PWS), Obesity hypoventilation syndrome (OHS),

Non-invasive positive pressure ventilation (NPPV)
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Fig. 2 Chest X-ray, anterior-posterior view on admis-

sion showed diffuse infiltration in both the middle and

lower lung fields, and a markedly enlarged heart. The
diaphragm and lower cardiac borders are indistinct.

Fig. 3 Thoracic CT scan demonstrated pericardial ef-

fusions in the right thoracic cavity, and slight pericar-
dial effusion.
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Table 1 Laboratory examinations on admission

U/A: protein 2+ BNP 121.6 pg/ml
CBC: Glu 84 mg/dl
WBC 8,100/l Hgb Alc 8.5%

RBC 545 % 10*/ul HgbF 0.5%

Hgb 155 g/dl TC 232 mg/dl
Het 48.9% TG 313 mg/dl
Plate 30.7 x 10*/ul HDL-ch 45 mg/dl
Coagulation: LDL-ch 163 mg/dl
FDP 5.1 ug/ml | Chromosome:

D dimer 2.3 w/ml 46,XX,del (15) (ql1.1 q13)
CRP < 0.25 mg/dl

Chemistry: ABG: room air
TP 64 g/dl pH 7.396

Alb 32 g/dl PaCO2 59.4 Torr
T.bil 0.7 mg/dl | PaO2 33.2 Torr
Amylase 31 TU/L HCO3~ 379 mEq/L
CK 30 IU/L BE. 9 mEq/L
AST 77 IU/L AaDO2 44.5 Torr
ALT 72 1U/L

LDH 253 TU/L ECG:

BUN 13.0 mg/dl | low voltage

Cre 0.60 mg/dl

Na 143 mEq/L

K 42 mEq/L

Cl 101 mEq/L
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Fig. 5 Results of over night sleep studies
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Fig. 6 Effects of NIPPV+0O2 and CPAP on sleep study
in this patient.
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Prader-Willi syndrome associated with obesity hypoventilation syndrome

Yoshifumi Matsuura”, Kohken Ameku”, Tadahisa Numakura”, Tetsuya Shiomi",
Takashi Horie”, Yasuyo Ohta” and Yuji Takasaki”
YThe Center of Respiratory, Ohta General Hospital Foundation

?Sleep Disorders, Ohta General Hospital Foundation. Ohta Nishinouchi Hospital

Prader-Willi syndrome (PWS) is a genetic disorder, characterized by shorter height, severe obesity and mus-
cular hypotonicity. In particular, sleep disordered breathing (SDB) is a well-known complication in PWS. We en-
countered one case of PWS, complicated by typical obesity hypoventilation syndrome. A 23-year-old woman had
been given a diagnosis of PWS as age 1, therefore she was treated with growth hormone replacement therapy,

and with uvulopalatopharyngoplasty (UPPP) for her narrow throat. Her weight increased greatly to 96kg, body

mass index (BMI) 51kg/m? resulting in hypersomnolence, cyanosis, heavy snoring, and nocturnal awakening.

Eventually, she was admitted because of urinary incontinuence and loss of consciousness. On admission, she had

severe hypoxia plus substantial hypercapnia, and her chest X-ray film showed severe cardiomegaly with massive
pleural and pericardial effusion. On polysomnography (PSG) one week later, her apnea hypopnea index (AHI) was
16 with a mean nocturnal arterial saturation of 74%, mean percutaneous PCO. 59T orr, which rose to 73Torr dur-
ing REM sleep. Non-invasive positive pressure ventilation (NPPV) was initiated, and improved her condition
greatly. She was discharged, but continued to recieve NPPV, and her condition has stayed improved.



