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OBJECTIVES METHODS

We present our experience

Septo-optic dysplasia (SOD) Is a Number | s Genetic | HESXT - I
congenital, rare anomaly I startoft e o
. . . - . -‘IE"FI.'.'FE.-" e 3 BYS
(1:10000) associated with optic Height (SDS)  -1.32
nerve hypoplasia, midline brain BW (SD5) | -0.25 aMph (SDS)  -1.13
abnormalities and  pituitary BL (SDS) | 0.23 Currently | Age 11.8ys
hormone  abnormalities Aeight (SDS) 109
_ _ _ (1) Hormone | GH 100% AMph (S5D5)  1.23
Genetic alterations associated Deficiency | TSH 100%
are: HESX1, SOX2 and SOXS. AﬂT:d 80%
; Gonadotropin 40%%
SODS pattern Of grOWth evern Central Diabetes Insipidus 20%
without GH treatment has been MRI | Ectopic neurchypophysis  100%
reported to be often good (2,3). Optic nerve hypoplasia HO0Ee
Chiasm hypoplasia 10025
Hypophysis Hypoplasia Bi0%4
Stalk hypoplasia Bi0%%
Stalk absent 21094

Years of treatment | 9.83ys RESULTS
Height gain (SD5) | 17 year +1.34
Total +2.54
Growth velocity | 1* year +1.97
(sps) | Currently  +1.02

AMph | Start -1.13
1* year 0.37
Currently 1.29

All our patients presented as starting symtoms severe
GH deficiency with low IGF1 levels, hypoglycemia and
pathological MRI, therefore started GH treatment before

IGF-1 | Start <2  <25(55-327) 3 ys of age. During GH treatment growth rate was
(SDs) | Least >+2  Pt1651 (57-316) excellent with a starting GH dose of 0,18 mg/kg/wk. As
once Pt2462 (74-388)

IGF1 levels were >+2 SDS In each patients at least
once, GH posology was reduced to a median of 0,11
mg/kg/wk with a normalization of IGF1 levels,

Pt3364 (52-297)
Pt4 430 (74-388)
Pt5266 (79-244)

Dose i’frfrtmw EE nevertheless growth velocity remained good (gv: +1,02
(ma/ka/wk) | ~4" T 18 SDS), with a currently median height gain of +2.54 SDS

and a median delta to midparental height of +1.29 SDS
after almost 10 years of treatment.
60% (3/5) of our patients present excess of weight (2
— overweight, 1 obese); with no evidence of
hyperinsulinemia.
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qht fiall ain thi H Actuall T normone treatment of children with optic nerve
overwelignt may partially €xpiain tnis p enom_enon. Clually No SpeECIHIC nypoplasia/septo-optic  dysplasia.  Geffner et al.
cause has been found, therefore more studies are needed to better International Journal of Pediatric Endocrinology 2011:

explain this phenomenon.

Growth

““H“H“HH““““HWH‘“ D Eelle DOI: 10.3252/pso.eu.55ESPE.2016

Pocter: o
Sessmnﬂnhne




