Table 1: Participant Characteristics
	
	Karyotype
	Age (years)
	Spontaneous
	Prior to Gonadectomy
	Histopathology

	
	
	Diagnosis
	Gonadectomy
	Thelarche
	Menarche
	FSH§
	Pelvic Ultrasound*
	

	1
	45,X/ 46,XY
	12
	18
	yes
	yes
	104.7
	L=not visualized
R=not visualized
	streak gonads, wolffian duct remnant focally noted

	2
	45,X/ 46,XY
	13
	13
	no
	no
	35.1
	L= 1.5 x 1.4 x 1.5 cm
R= not visualized
	dysgenetic ovotestis with intratubular germ cell neoplasia in left gonad

	3
	45,X/46,XY
	14
	16
	unknown
	no
	142
	not performed
	streak ovaries, ectopic adrenal cortical tissue, clusters of steroid cells.

	4
	45,X/ 46,XY
	15
	15
	no
	no
	unknown
	L= 1.8 x 0.7 x 1.0 cm, no abnormalities
R= not visualized
	streak ovaries, immature mullerian and wolffian duct

	5
	45,X/ 46,XY
	15
	16
	yes
	no
	56.2
	L= 1.4 x 0.9 x 1.2 cm, no abnormalities
R= 1.1 x 1.5 x 0.5 cm
	streak ovaries.

	6
	45,X/46,X+r(Y)
	15
	16
	no
	no
	44
	L=not visualized
R=not visualized
	streak ovaries

	7
	45,X/ 46,XY
	16
	16
	yes
	yes
	77
	L=not visualized
R=not visualized
	ovarian stromal hyperplasia with theca-lutein clusters.

	8
	45,X/ 46,XY
	16
	16
	yes
	no
	58.9
	L= 1.4 x 0.7 x 0.6 cm, no abnormalities
R=1.1 x 1.5 x 0.5 cm, no abnormalities
	bilateral streak ovarian tissue with microfoci of gonadoblastoma

	9
	45,X/ 46,XY
	16
	17
	yes
	no
	68.7
	L=not visualized
R=not visualized
	streak testis (wolffian remnants with vas deferens and epidydimal features), adrenal cortical rest.


* L=left gonad; R= right gonad
§ FSH units: mIU/mL
