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Previous

Proposed

Intersex

Male pseudohermaphrodite, undervirilization of
an XY male, and undermasculinization of an
XY male

Female pseudohermaphrodite, overvirilization
of an XX female, and masculinization of an
XX female

True hermaphrodite

XX male or XX sex reversal

XY sex reversal

DSD
46,XY DSD

46,XX DSD

Ovotesticular DSD

46,XX testicular DSD

46,XY complete
gonadal dysgenesis




Sex Chromosome DSD

46,XY DSD

46,XX DSD

45X (Turner syndrome and variants)

47 XXY (Klinefelter syndrome and variants)

45 X/46,XY (MGD, ovotesticular DSD)

46,XX/46,XY (chimeric, ovotesticular DSD)

Disorders of gonadal (testicular) development: (1)
complete gonadal dysgenesis (Swyer
syndrome); (2) partial gonadal dysgenesis; (3)
gonadal regression; and (4) ovotesticular DSD
Disorders in androgen synthesis or action: (1)
androgen hiosynthesis defect (eg, 17-
hydroxysteroid dehydrogenase deficiency,

5aRD?2 deficiency, StAR mutations); (2) defect
in androgen action (eg, CAIS, PAIS); (3)
|uteinizing hormone receptor defects (eg,
Leydig cell hypoplasia, aplasia); and (4)
disorders of anti-Millerian hormone and anti-
Mllerian hormone receptor (persistent
Miillerian duct syndrome)

Disorders of gonadal (ovarian) development: (1)

ovotesticular DSD; (2) testicular DSD (eg, SRY*,
duplicate SOX9); and (3) gonadal dysgenesis

Androgen excess: (1) fetal (eg, 21-hydroxylase

deficiency, 11-hydroxylase deficiency); (2)
fetoplacental (aromatase deficiency, POR [P450
oxidoreductase]); and (3) maternal (Juteoma,
exogenous, etc)

Other (eg, cloacal exstrophy, vaginal atresia,

MURCS [Muillerian, renal, cervicothoracic somite
abnormalities], other syndromes)
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Penile Width,
Mean = SD, cm (Males),
or Clitoral Width,
Mean = SD, mm

Mean Testicular Volume, mL Ref No.
(Males), or Perineum Length,
Mean = SD, mm
(Females)

Sex Population Stretched Penile Length,
Mean = SD, cm (Males),
or Clitoral Length,

Mean *+ SD, mm

(Females)

(Females)

United States
United States
Japan
Australia
China

India

North America
Europe
Europe

30 wk GA
Term
Termto 14y
24-36wk GA
Term

Term

Term

10 years
Adult

25%04
35%04

29+04-83%08
227 + (016 GA)

31+03
36x04
34203
64+04
13316

11201

1.07 =009
114007
113008

0.52 (median)

0.95-1.20
16.5-18.2

26
26.and 27
28
29
30
30
30
27 and 31
27and 31

M
M
M
M
M
M
M
M
M
F
F

-1

United States
United States
United States

Term
Adult nulliparous
Adult

40£124
15443
191+87

332078

55%17

313£85

32
33
34

GA indicates gestational age.










)12

< 557@0@ 4

1 #17? 5>/@A 66 /







. 557@@ EGI?F . 557T@AE('?F 2

#HBB E#I6)F
















: %& %/
0$1 %!ll2 34563

(#3










A

B

Genitales
externos

falo 1,8 cm,
hipospadia

falo 2cm

Gonadas

unilateral
derecha

bilateral

Fusion labio-
escrotal

minima

2/3 posteriores

Utero

(+)

(+)

Hernia inguinal

unilateral
derecha

bilateral

Cariotipo

45,X/46,XY rl18

45,X/46,XY

SRY

(+)

(+)
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