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Table-1. Anthropometric, clinical and laboratory characteristics at admission Table-2 Anthropometric, clinical, and laboratory characteristics at last  Table-3. Pubertal features of patients
INTRODUCTION RESULTS evaluation =
_ : - Type-I Type-lll Type-IV Type-V p- g
o Osteogenes|s |mperfecta (O|) IS a heritable 83 (BI::. fdemale/SZ male) patlents were S:::aer:g(z:glus ;4:228?6%) ig/(z;;j%) :?(33_3%) : (n=41) (n=32) (n=3) (n=1) value At onset of puberty (n=20) (n=9) %
. . . . en ro e . marriage, n(% Age (years 10 (7.6-14.1 10.5 (5.7-12.7 ~
systemic connective tissue disorder mardiage, n(%) a0 (3340) 40 (et . Last evaluation ge (vears) ( ) ( ) &

Female 9.9 (8.4-11.5) (n=5) 9.7 (5.7-11.1) (n=5) 0.6

(week) (Nn=26) (n=24)
10.1 (7.6-14.1) (n=15) 10.8 (9.8-12.7) (n=4) 0.4

characterized by low bone mass, bone The median follow-up duration was 4.7 b R T _ Agelvears)  14(13211) 93(01-218) 163(95- 44 0. —

frag | I |ty, | m pa| red || near g rOWth y S h O rt Statu re, (O 6_17 7) years Cc/s 19 (44.2%) 17 (47.3%) 1 (33.3%) Height-SDS -1.2 (-5.1 and 2) -2.1 (-10 and -0.2) 0.19

o Birth-weight SDS _0.9 (-4.4 ~0.8 (-6 and _0.3 2. . 166)
and bone deformities. ‘("‘”d 1')6’ 2-2)  (n=23) (n=1) : BMI-SDS -0.5 (-2.5- 2.6) -0.6 (-3.4-2.4) 0.3
- - SGA n,(% n=23 Height-SDS -1(-12and 1) -3.3(-13.9 -1.8(-0.3 .
51 OUt Of 83 patlen'[S (614%) rece|ved AGA n((%)) 3 (13.1 %) - d ( ) ( ( Low 2 (10%) 1 (11.1%)

Pa.tients With OI are CIaSSified by the Sillence bisphosphonate therapy LGA  n(2) i8(2(;87(§:’;>) 19(45-832‘%36)%) il (10070 and 0.7) and -2) gzgr:‘m?;lght ;2(;(6)"0%‘:?) ;I- zii::;
. . . . - — - BMI'SDS '0-5 ('3-9'2-6) 0-3 (‘3-7-2-8) _1-5 (_2-5_ V. . Obese 3 (15%2%) 2 (22.2%9%)
classification that designates patients based At admission Pubertal status

Age ( ) - - -
ge (years 3.9 (0.1 0.6 (0.0-7.5) 15 (2.7-15.5) i : 1'2) Delayed 1 (M) (5%)

on clinical features and severity of the The median Z-score of the bone mineral 13.1) Low 5(12.2%)  1(3.1%)  1(33.3%) - Normal B (SF/SM)(10%) 5 (4F/1M) (55.5%)
HC-SDS -0.03 (-2.5 -1.5(-4.1 and 0.3 (-0.2 and Early 8 (2F/6M) (40%) 3 (3M) (33.3%)

disease. density improved in patients with OI-l and NP S 0.5 | Normal 26 (634%) 22 (68.8%)  1(33.3%) Precocious > (1) (15%) 1 (F) (13.2%)
Ol-1lI Wlth the treatment. Height-SDS -0.6 (-3 and -2.8 (-10 and -1.5 (-1.6 and - -1. Overweight 3 (7.3%) 7 (21.9%) 1 (33.3%) ) Atthe end of (h=12) (h=7)

1.6) 0.8) 0.3) puberty
BMI-SDS ~0.2 (-3.3 0.03 (-8.6 and 0.8 (0.5 and i . Obese 7 (171%) 2 (62%) - - Age (years)

During follow-up, height-SDS significantly L end39) 28 1) _ BMD Z-score  -1.3 (-3.8 and -2.4 (-7.2and -2.3  (-4.2 0. remate e )
INLY Increased in both OI-l and Ol-lll on Normal 33T 28(e9a%) 2 | 1.2) 0.4) and -1.1) Mate

Overweight Height-SDS -1.2 (-3.4 and 0.5) -5.7 (-13.9 and -3.3) 0.02
Obese 2 (4.6%) 3 (8.3%)

treatment; however, final adult height SDS Pubertal stage | i _ Characteristics of patients' FAH BMI-SDS 02(33and2.1)  1.4(-2.4and 1.9) 0.5

(Tanner) (Nn=)

of patients did not improve. ! 59 32 ! Patients 12 (4F/8M) 7 (3F/aM)  2(1F/1IM) - - S Sime S
v o > 1 achieved FAH Overweight 4 (33.3%) 2 (28.5%)
37 (86%) 24 (66.6%) 2 (66.7%) Obese 1 (8.3%)

The frequency of overweight and obesity Bone Deformity n |19 (44.1%) |29 (80.5%) |1 (33%) : : (n=) Age atmenarche  12.6 (10.6-14) (n=4)  12.3 (11.5-13) (n=3)

(25)

The study aims to evaluate growth and was found to be increased at the last Tmeofthefist  [2(0510) 031(0.01.5) [11.5(3-23) FAH-5DS ‘12(-34and -5.7(-139  -0.3and-2 - - raarey ! BHBETY

fracture (years)

4.9 (3.7-5.3) 4.5 (4.1-4.7)

pubertal characteristics of 83 patients evaluation COmpared to the admission. ﬁiﬁfféff-. (%) _ 05) and -3.3) Mate 43547 > 7D

32 (74.5%) 22 (61.1%%6) 1 (33.3%)
1-5 7 (16.2%) 3 (8.4%) 1 (33.3%) A FAH'TH SDS _03 (_31 and _44 (_12 and N/A _ . Pubertal height gain

5-10 4 (9.3%) 11 (30.5%) 1 (33.3%) (cm) 22.3 (12.8-24.5) 16 (12.2-21.5)

with Ol. The rate of precocious puberty (PP) and - remale S v S

BMD Z-score -3.2 (-10.5 -4.9 (-11 and - -1.1 (-2.9 and - |O. 14) -15) Male

early puberty (EP) were 20% and 10% in and 0.3)  1.8) 0.3)

g | rIS, and th ey were 15.7% and 47.3% In t F: female, M; male, SVD; Spontaneous vaginal delivery, C/S; Caesarean sections, SGA; Small for gestational age, AGA; Appropriate for gestational age, LGA; Large for gestational age, SDS; standard deviation score, BMI; body mass index, HC; head circumference, BMD;
. Bone mineral density, TH; Target height, FAH; Final adult height, A FAH-TH SDS; The height SDS difference between FAH and TH, N/A; Not applicable
boys, respectively.

¥ Median and minimum-maximum range or % values are given.

*p-value was not computed due to insufficient sample size
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