Clinical Notes for topics after CAT-3

Collected by: Bilal M. Marwa
Female Ducts in Males
· Similar development of the paramesonephric ducts occurs in males if testes fail to develop (agonadal males) because of the absence of MIS.

· When the testes are removed in animals before the initiation of differentiation of the genital ducts, the female duct system also develops. 

· Removal of the ovaries of female embryos, however, has no effect on fetal sexual development

· This indicates that the testes induce masculinity and repress feminity and that the ovaries are not necessary for primary sexual development.

Hypospadias

· Hypospadias is the most common anomaly of the penis. 

· There are four main types of hypospadias:

· Glanular hypospadias-the most common type

· Penile hypospadias

· Penoscrotal hypospadias

· Perineal hypospadias

· In 1 of every 300 male infants, the external urethral orifice is on the ventral surface of the glans of the penis (glanular hypospadias) or on the ventral surface of the body of the penis (penile hypospadias). 

· Usually the penis is underdeveloped and curved ventrally-chordee.

· Glanular hypospadias and penile hypospadias constitute approximately 80% of cases.
· In penoscrotal hypospadias, the urethral orifice is at the junction of the penis and scrotum. In perineal hypospadias, the labioscrotal folds fail to fuse and the external urethral orifice is located between the unfused halves of the scrotum. 

· Because the external genitalia in this severe type of hypospadias are ambiguous, persons with perineal hypospadias and cryptorchidism (undescended testes) are sometimes misdiagnosed as male pseudohermaphrodites.

Cryptorchidism or Undescended Testes

Cryptorchidism (Greek, kryptos, hidden) occurs in up to 30% of premature males and in approximately 3% to 4% of full-term males. This reflects the fact that the testes begin to descend into the scrotum by the end of the second trimester. Cryptorchidism may be unilateral or bilateral. In most cases, undescended testes descend into the scrotum by the end of the first year. If both testes remain within or just outside the abdominal cavity, they fail to mature and sterility is common. If uncorrected, these men have a significantly higher risk of developing germ cell tumors, especially in cases of abdominal cryptorchidism. Undescended testes are often histologically normal at birth, but failure of development and atrophy are detectable by the end of the first year. Cryptorchid testes may be in the abdominal cavity or anywhere along the usual path of descent of the testis, but they are usually in the inguinal canal (Fig. 12-48A). The cause of most cases of cryptorchidism is unknown, but a deficiency of androgen production by the fetal testes is an important factor.

SPINA BIFIDA 
· Cause: Failure of fusion of the halves of the vertebral arch
· Incidence: 0.04 – 0.15%
· Sex: more frequent in females
· Types:
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Spina bifida occulta (20%)
· Spina bifida cystica (80%)
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SPINA BIFIDA OCCULTA 
· The closed type

· Only one vertebra is affected

· No clinical symptoms

· Skin over it is intact

· Sometimes covered by a tuft of hair
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SPINA BIFIDA CYSTICA

· The open type

· Neurological symptoms are present
· Subdivided into:
1. Spina bifida with meningocele: protrusion of sac containing meninges & cerebrospinal fluid
2. Spina bifida with meningomyelocele: protrusion of sac containing meninges with spinal cord and/or nerve roots
3. Spina bifida with myeloschisis: spinal cord is open (due to failure of fusion of neural folds)
CRANIOSYNOSTOSIS 
· Premature closure of cranial sutures (more severe if occurs prenatally)

· Sex: more frequent in males

· Types: depend upon which suture closes prematurely

· Scaphocephaly (50%): sagittal suture

· Oxycephaly (30%): coronal suture

· Plagiocephaly: both coronal and lambdoid sutures on one side

· Trigonocephaly: frontal suture
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Congenital Clubfoot
Any deformity of the foot involving the talus (ankle bone) is called talipes or clubfoot. Talipes equinovarus is the most common type. Clubfoot is a relatively common anomaly, occurring approximately once in 1000 births. It is characterized by an abnormal position of the foot that prevents normal weight bearing. The sole of the foot is turned medially and the foot is inverted (Fig. 16-15). Clubfoot is bilateral in approximately 50% of cases, and it occurs approximately twice as frequently in males. The cause of clubfoot is uncertain. Although it is commonly stated that clubfoot results from abnormal positioning or restricted movement of the fetus's lower limbs in utero, the evidence of this deformation is inconclusive. Clubfoot appears to follow a multifactorial pattern of inheritance; hence, any intrauterine position that results in abnormal positioning of the feet may cause clubfeet if the fetus is genetically predispositioned to this deformity.
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