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Vyvoj pohlavnich cest

* Klicovy je gen SRY (muzi) -> pokud neni pfitomen -> vyvoj zenskych
gonad
e Milleruv vyvod - 2x
* Nespojené ¢asti — vznik vejcovodu
* Splyvanim vznika déloha + pochva horni ¢ast
* Spojeni s kloakalni vychlipkou — vznik pochva dolni ¢ast + vyusténi na povrch

e https://www.youtube.com/watch?v=qyGbnligqglY

e https://www.youtube.com/watch?v=gxxxDIBSIMw



https://www.youtube.com/watch?v=qyGbnliqqIY
https://www.youtube.com/watch?v=qxxxDlBSlMw
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Vyvojove vady gonad

* Vzacna, oboustranna se témer nevyskytuje

* Dysgeneze ovarii HiooteRs
= chybny vyvoj, ale jsou pritomny, ale jsou napr.
. 46 XX bez folikull

e 45 X0 — Turneruv syndrom
e 46 XY — SwyerQv syndrom bez produkce pohlavnich hormonu



Dygeneze ovarii — 46 XX

* Normalné vyvinuté:
e Zevni genital, pochva, déloha (funkce schopna), oba vejcovody

 OVARIA tvorena jen vazivem -> X estrogen -> X sekundarni pohlavni
znaky

* Tyto prouzky histologicky neobsahuji zadné germinalni elementy — neni tedy
mozné rozlisit, zda se jedna o dysgenetické ovarium nebo varle

* Terapie:
 Substituce estrogent, pak COC
e Gravidita — IVF + darovany oocyt



Dygeneze ovarii — 45 X0 — Turneruv
syndrom
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Short stature, absence of
secondary sex characteristics,
sparse pubvic hair, webbed neck,
shiebdlike chest, cubvitus valgus,
pigmented nevi, andfor other
congenital anomalics

Gonadal estrogen failure
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pituitary gonadotropins
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COMmon
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Dygeneze ovarii — 45 X0 — Turneruv
syndrom
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Dygeneze ovarii — 45 X0 — Turneruv

svndrom

TURNER SYNDROME ISSUES
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Dysgeneze ovarii - 46 XY — Swyeruv
syndrom

* Mutace SRY genu
e Dysgenetické testes + ostatni pohlavni organy zenské

Tall Small No sexual No
stature uterus characteristics ovaries



Intersexualni
malformace

* Pravy hermafroditismus

* Velmivzacné
» Jeden jedinec - 0boje gonady
(ovaria i testes)

* Fenotyp
e Od témeér normalniho muzského po
témér normalni Zensky + Siroka skala
mezitypU

2]

True hermaphrodite
with male habitus

True hermaphrodile
wilh female habitus
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Alni MASKULINIZOVANY ZEVNi
I nte r'sexu al ni GENITAL (PODOBA SE P
MUZSKEMU) NORMALNE

malformace . + VYVINUTE: GONADY,

Pseudohermafroditis DISTALNI USEK POCHVY VEJCOVODY, DELOHA,
. ~ ZUZENY AZ STENOTICKY s v oz

mus - Femininus — zena HORNI CAST POCHVY

(46 XX), jejiz genital se
podoba muzskemu
FEMININUS —

Kongenitalni
DEFICIT ENZYMU (21 — adrenalni
HYDROXYLAZA) -> hyperplazie
NADBYTEK ANDROGENU

Terapie —
kortikoidy,

Nadprodukce androgenu jiz operace zevniho
intrauterinneé — projevy jiz pfi narozeni genitalu



Kongenitalni adrenalni hyperplazie

Kongenitalni adrendlni hyperplazie: deficit 21—hydroxylazy

CHOLESTEROL
17a—hydroxyliza 20-lyéz
PREGNENOLON > 17—0H- PREGNENOLON —) DEHYDROEPIANDROSTERON
* 3B—HSD * 3B—HSD ] * 3B—HSD
17a—hydroxylédza 17,20-lyaza
PROGESTERON > 17—-0OH-PROGESTERON > ANDROSTENDION
-*- 21-hydroxyléza -#Zl—hydroxylaza i 178—HSD
) ' TESTOSTERON

* S5a—reduktiza
DIHYDROTESTOSTERON

DEFICIT KORTIZOLU NADBYTEK ANDROGENUO
virilizace

DEFICIT ALDOSTERONU

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




Kongenitalni adrenalni hyperplazie (CAH)






Normal female Female genital

adolescent masculinization

reproductive due to androgen
anatomy exposure

- Enlarged
clitoris
— Penile
urethra
(vaginal
opening)
- Fused
labia
(scrotum)

Clitoris
— Urathra

B | hia




Intersexualni , ,
Zevni genital

malformace o v , Neni vyvinuté: déloha,
Pseudohermafroditism zensky vejcovody, horni oddi
us pochvy
Masculinus — s varletem —
goral neni maskuinizovans MASCULINUS
9 u y — Syndrom
testikularni
CHYBEN{ RECEPTORU PRO ANDROGENY feminizace
VARLATA — v malé panvi / tfiselném kanalu / velkych \{étéinvou Vnya,daj',
jako zeny, citi se

labiich
DYSGENETICKA — RIZIKO CA!

jako zeny..



Syndrom testikularni feminizace

WL, 1£725 WW_ ~

Cervena Sipka — pochva
Zelena Sipka — ureter
Zluta Sipka — anus
Modra Sipka

* nesestoupla varlata v obou
inguinalnich kanalech




Vyvojove vady
pohlavnich cest

e« PORUCHY PRUCHODNOSTI -

Gynatrezie

e Atresia hymenalni =
nepruchodnost hymenu

* Priznaky?
* Aplasia vaginy distalni ¢astecna
* Atrezie hrdla délozniho
* Aplasia uteru a vaginy

* Aplasie = nevyvinuti organu
* Atrezie = nepruchodnost




Aplasia uteru a vaginy = sy Rokitanského -

Kusteruv

Ovary
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Bladder

Vaginal canal
(normal full length) —

/' © Miklos/Moore

Normal

Normal ovaries

Peritoneal lining of pelvis

Some patients will develop
a non-functioning
“uterine remnant”

Fusion of bladder
and rectum

Normal external
genitalia

Vaginal “dimple”
MRKH © Miklos/Moore



Operacni reseni

Vaginal “dimple”

ﬁ
Normal A .
Ex?rer:al incisi new vaginal opening
Location A. i INCision B, C
genitalia :



Bisitoinen dredi Location and incision of peritoneum

Frobe through newly
developed vaginal canal

Circumferential suturing
of the peritoneal
vaginal lining to the new

vaginal opening



Two purse siring sutures

Peritoneum

over bladder Peritaneum

over pelvic side wall

Peritoneum
. over rectum

Inserted fingers confirm
; good width and length
© MiklosMoare of new vagina



Poruchy splyvani

* Jednoplastové
e Uterus subseptus —
* Uterus septus
* Dvouplastové
* Uterus arcuatus
e Uterus bicornis

e Uterus bicorporeus
unicollis

e Uterus duplex




Poruchy splyvani

* Jednoplastové
e Uterus subseptus
* Uterus septus
* Dvouplastové
* Uterus arcuatus
e Uterus bicornis
e Uterus bicorporeus unicollis

e Uterus duplex

e Uterus duplex s vaginalnim
septem




Poruchy kombinované — splyvani + pruchodnost

vzdy sdruzen s aplazii ledviny + ureteru na strane
postizene atrezii

Hemi-hemato-metra + Hemato-metra v rudimentarnim
hemato-colpos rohu delohy

Hemi-hemato-colpos



Sdruzené vyvojove vady
odchylne vyusteni mocove trubice

* Hypospadie e Epispadie

Bladder
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Dekuji za pozornost.



