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Vyvoj pohlavniho systemu e .

* SRY (sex-determining region on Y)

* Wollfuv a Mullertv vyvod
e Uterovaginalni kanal
* Spojeni se sinus urogenitalis

Female Male
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Ageneze a dysgeneze

Intersexualni malformace

Poruchy vyvodu

Sdruzené vady



Ageneze a dysgeneze gonad

Ageneze — gonady nejsou vytvoreny

Dysgeneze — vazivoveé prouzky
* nejsou folikuly = neni hormondlni produkce




46 XX
45 X — Turnertv syndrom




Intersexualni malformace

Hermaphroditismus verus
* Ovaria i testes, ev. ovotestis
* Velmi vzacny
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Pseudohermaphroditismus femininus u CAH
* 46 XX
* Distalni usek pochvy zuzeny, vnitfni pohl. organy normalni
* NejCastéji — peniformni klitoris, skrotiformni labia

Normal ¢ I Normal &
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Kongenitalni adrenalni hyperplazie

* AR
e Defekt enzymU - porucha syntézy hormon( (nej¢. 21-hydroxylaza)

CHOLESTEROL
17a—hydroxylaza 17,20—lydza
PREGNENOLON ———> 17—OH—-PREGNENOLON ——= DEHYDROEPIANDROSTERON
¢3B—HSD ¢BB—HSD , ¢BB—HSD
17a—hydroxylaza 17,20-lyaza
PROGESTERON =————> 17-OH-PROGESTERON — > ANDROSTENDION
¢2l—hydroxyléza %21—hydroxyléza 17B—HSD
TESTOSTERON

¢ 5a—reduktaza
DIHYDROTESTOSTERON

(DEFICIT KORTIZOLU) NADBYTEK ANDROGENU
virilizace

DEFICIT ALDOSTERONU
! Na*, T K*, dehydratace
hypovolémie, hypotenze




Klasicka forma
Se solnou poruchou
* Divky — virilizace, solna krize, smrt
Prosta virilizujici
* 1% aktivity
* Divky — virilizace, pseudopubertas praecox heterosexualis, nizka finalni vyska

Late-onset forma
e 20-50% aktivity
* Virilizace divek, poruchy cyklu




Pseudohermaphoditismus masculinus — syndrom testikularni feminizace

e 46, XY
* Zenska zevni rodidla
* Produkce MIF = nejsou vnitfni rodidla




Poruchy Miullerovych vyvodu

Poruchy priichodnosti - GYNATREZIE
Atresia hymenalis

* Mucocolpos
* Heamatocolpos az hemoperitoneum

Aplasia partis distalis vaginae
Atresia cervicis uteri
Aplasia vaginae

Atrézie = neprichodnost
Apldzie = nevyvinuti



Syndrom Rokitanského-Kiisteruv

* Uplnd aplazie délohy a pochvy

operace

External
vaginal dimple


http://mrkh-surgeons.com/neovagina-surgical-technique.php

Poruchy splyvani

Y

Jednoplastové

e Zvenku jednotna, abnormalita uvnitr

Dvouplastové
* Abnormalita patrnai zevné

F

Uterus septus

Uterus subseptus

Uterus didelphys

B\ (uterus duplex separatus)

bicomis
unicollis

4

Uterus unicomis






Kombinované poruchy — syndrom inkompletniho zdvojeni
* Nesplynuti Millerovych vyvodu a nespojeni s kloakalni vychlipkou
* Vzdy aplazie ledviny a ureteru ipsilateralné




Class UO/Normal Uterus

Class U1/Dysmorphic Uterus
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a. T-shaped b. Infantilis

Class U2/Septate Uterus
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a. Partial b. Complete

Class U3/Bicorporeal Uterus
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a. Partial b. Complete
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¢. Bicorporeal Septate

Class U4/Hemi Uterus

VR
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a. With rudimentary cavity b. Without rudimentary cavity

Class US/Aplastic Uterus

/'/J :))

a. With rudimentary cavity b. Without rudimentary cavity

Class U6/Unclassified Cases




a
1. Vaginal aplasia : Complete 2. Vaginal aplasia : Partial
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Upper
4. Cervical hypoplasia 5. Tubal aplasia

6. Uterine aplasia

With cavity Without cavity

8. Combined: commonest findings cemoo-utem-vaginalagenesis
Cervico-vaginal agenesis Rokitansky syndrome)
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Sdruzené vyvojove vady

U pseudohermaphroditismu:
Hypospadie
Epispadie



