BT 2016 4F2 A% 47 552 W)

127

- LRI or AT

RN -TFE5 5 R A B 3 i B e I AR
= BAIRES —
kP

[(WE] O-FLAMEFR Holi-Oram ZE-AAF, & —Fh 3 UL B Y 7k B M AL M, LD
FERMECNERNT A I FRTE Jy FZEGEIRR I, #5rBOREEF Dy TBXS . B TAM M55, s RFM
ZIERE, ZOCHRGE 1 46 & BPEO-FLE AR, HAVMBAAAER RO 5 s MBS, @R
ERERM, BEEWIGHRE, BE LS MERERE, R GRREH DERRN S 31, &
TR EEMZERI G A, DR FMIR., K550 36 BRIG TR IR 5 R AUek k2 NSRS Ryl by, 7=
ISPREHLABOAE I B 4 e = RSB AT G, BAEWIEE RS, Bl R,

[X@F] O-TLAIE; Holt-Oram ZEAAE; BN BRI

Holt-Oram syndrome complicated with renal cyst and hyperglycemic hyperosmolar status: one case re-
port Zhang Kun. Department of Endocrinology, the First Hospital of Shijiazhuang, Shijiazhuang 050000 ,
China

[ Abstract)

genital cardiac defects complicated with upper arm skeletal abnormalities. The disease gene has been shown to

Holt-Oram syndrome is a rare autosomal dominant disorder mainly characterized by con-

be TBXS5 in certain cases. Due to genetic heterogeneity, clinical manifestations of this syndrome significantly
vary. Here we reported one 46-year-old male case of Holt-Oram syndrome. He presented with upper arm skele-
tal abnormalities complicated with atrial septal defects and giant renal cyst. Over disease progression, the pa-
tient tended to have hyperglycemic hyperosmolar status. The possibility of maturity-onset diabetes of the young
5 (MODY5) was considered. He underwent puncture drainage of the renal cyst, orally administered with met-
formin and glimepiride to increase insulin sensitivity, subcutaneous administration of insulin was delivered to
control blood glucose, mechanical mitral valve replacement and tricuspid annuloplasty. The patient became sta-
ble and the severity of disease was properly controlled.
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