Outline of Lecture 41 (11-13 PP; Wisniewski)
Abnormal Sexual Differentiation

 (See the fantastic tree-like figures in lecture on gonadal differentiation, karyotype, and ambiguous genitalia.)
Workup (see right two figures) is based on karyotype, gonadal status, and hormone levels  (in case of 46,XX will have elevated androgens and androgen precursors)
	
	
	
	Male pseudohermaphroditism
	Female pseudo-hermaphroditism

	
	Normal female
	Normal male
	CAIS
	PAIS
	Complete gonadal dysgenesis
	Partial

gonadal dysgenesis
	Complete T biosynth defect
	Partial T biosynth 

defect
	5-( reductase deficiency
	21-OHase deficiency

	Karyotype
	XX
	XY
	XY
	XY
	XY
	XY
	XY
	XY
	XY
	XX

	Gonads
	Ovaries
	Testes
	Testes
	Testes
	Streaks
	Partial testes
	Testes
	Testes
	Testes
	Ovaries

	Androgen
	-
	+
	+, but no response
	+, partially unresponsive
	-
	+/-
	-
	Partial
	T, but no DHT
	Excessive adrenal androgens

	Wolffian ducts
	Regress
	Develop
	Regress
	Minimal development
	Regress
	Some development
	Regress
	Some development
	Develop
	Regress

	MIS
	-
	+
	+
	+
	-
	+/-
	+
	+
	+
	-

	Mullerian ducts
	Develop
	Regress
	Doesn’t develop
	Doesn’t develop
	develop
	Some development
	Regress
	Regress
	Regress
	Develop

	External genitalia
	Female
	Male
	Female
	Ambiguous
	Female
	Ambiguous
	Female
	Ambiguous
	Ambiguous
	Ambiguous

	Puberty
	Female
	Male
	Female, no menses
	Male with T therapy, female with estrogen therapy
	Female with estrogen
	Male with T therapy, female with estrogen therapy
	Female with estrogen
	Partial male with T therapy, female with estrogen therapy
	Partial male with intact testes, female with testes removal and estrogen therapy
	Female with cortisol


