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Poccutlickaa flemckaa KnuHuyeckas boabHuya, Mockea

MepBUUYHbIE ONYX0IU ANYHUKOB Y
AeTen N NnoapoCTKOB

MutpodaHosa A.M

Mocksa, 2018

iy
OHkonatonof©®

Smbpuonozun

Amniotic cavity
Ectoderm

Notochord

Paraxial Intermediate
mesoderm & mesoderm

Intercellular
cavities in

N lateral
plate

Intermediate

Amnion Neural groove mesoderm

Parietal
mesoderm
layer

Visceral
mesoderm
layer
Intra- 3
embryonic /P
body cavity

Endoderm

c : D e

Mocksa, 2018

27.10.2018



27.10.2018

%)

i
O4KonATONOTO®

Smbpuonozuna

Mesonephros
Mesonephiic
duct Excretory tube
Glomerulus Mesonephric
duct

Dorsal
mesentery

Genital Mesonephric
ridge ridge

Genital

Allantois

Foregut Hindgut
> Mesonephric
duct

Primor
Mesonephros germ cells
Profiferating oo Paramesonepnric

R body epithelium

1S

Yolk sac
B

Mocksa, 2018

Aon'
Development of Testes Development of Ovarles a
Aggregation of neural crest cells Neural tube
Mesonephric duct B"’"’:"‘"" Gunphon OHonATon0ro®
Primary sex cord Paramesonephric duct
op

Primordium of suprarenal medulla

Indifferent gonad
Primordium of suprarenal cortex

Gonadal ridge

Suprarenal
medulla

="
Septum of testis  Primordial 75
Sominiferous corg V2rlan follcle @
7 > & Y

Uterine tube

20 weeks

Stomal (connective
tissue) cells

Sertall cell

Section of seminiferous tubule Section of ovarlan cortex

Developing human, 10" edition, Keith L Moore, T.V.N. Persaund

Mocksa, 2018




fepmuHamMueHoOKsemoYHole onyxonu

e TUcTOreHeTUYeCKUii UCTOYHUK — npumopaguanbHble

repMuUHaTUBHbIE KNIETKU

e [eTeporeHHas rpynna 3ab6oneBaHuWii C pa3IMYHOMN
mopdonoruei, KAIMHKUKOM U 6uonoruei

e Pasnunuma B NporHose n repanmMm B 3aBUCUMOCTU OT

BO3pacTa U 10Kann3auumm

e /1Ba BO3pacTHbIX NUKa
— MepBbii — 2 ropa KU3HU
— Bropoi — 15-20 ner

Mocksa, 2018

Aon'
(&)
Foregut Hindgut )
_ Allantois
:"'.. Primordial
\ germ

Heart £ cells

I'epM UHOMUBHOKs/1EeEMOYHbIE ornyxoau

TepaTtoma

9IM6pHoHanbHaA KapuuHOMa

AuncrepmuHoma

XopuokapumHoma

OnyXonb *XeNTOYHOro MeLlkKa

KO 6onee ogHOro rucToNOrM4ecKoro TMna

Mocksa, 2018

27.10.2018



lfepmuHamueHoOKaemoyYHele onyxonu

TepaToma

3penasa Tepatoma

MHoz2o0KoMnoHeHMHas

MoHodepmanvHasa (cmpyma, KapyuHouo,
aneHoumoma u 8p.) - NPou3BoaHbIE O4HOro
3apoAblleBoro IUCTKa (sHAoAepMa Unu
aKToAEepMa)

He3penasa tepatoma (20% c onyxonbto
*KEeNTOYHOro MeLlKa)

Mocksa, 2018

OHkonatonoro®

Apxvs [LXapmca

S

I'epMUHamueHOKnemquble onyxosnu

Mocksa, 2018

OHkonatonoro®

27.10.2018
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o
OHkonaTonoro®

fepmuHamMueHoOKsnemMoyYHbie ornyxonau

Mocksa, 2018

)

oumaars
OHkonaTonoro®

TepmuHamueHoOKnemMoyYHbie ornyxonau

Mocksa, 2018




td

lfepmuHamueHoOKaemoyYHele onyxonu

Grading systems

%)

P
OHkonaTonoro®

F. Gonzalez-Crussi, 1982 WHO, 2014
Grade 0O6bem He3penoro Grade Mons 3peHus,
KOMMOHEeHTa X40*
0 - 0 -
1 MeHee 10% 1 <1
2 10-50% 2 1-3
3 >50% 3 >3
*B ntobom cpese
Grade 1 - low-grade
Grade 2-3 — high-grade

Mocksa, 2018

TepmuHamueHoOKnemMoyYHbie ornyxonau

." ‘:‘g‘

—

<o &

“\i‘i R
.“_}‘\5);/;{\;‘1.‘

Mocksa, 2018
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OHKonaTONOrO®

27.10.2018



27.10.2018

lepmuHamueHoKaemoy4Hele onyxonu C@_)

OHKonaToNOrO®

Onyxonb XeNTOYHOro mellkKa
* Camas yactan 3n10KayectBeHHas KO y peteit
* B aHamHese TepaToma
* O6blYHO C NoBbiweHuem ypoBHA A

*  MHOXeCTBO rMCTONOrMYECKUX BapUaAHTOB, 3a4acTyio
CXOXKUX C 9M6PUOHANBHOM KapLUHOMOM

Mocksa, 2018

lepmuHamueHoKaemo4Hble onyxonu C@_)

OHKonaToNOrO®

Mocksa, 2018




lfepmuHamueHoOKaemoyYHele onyxonu

Mocksa, 2018

Aon'

%)

iy
OHKonaTONOrO®

TepmuHamueHoOKnemMoyYHbie ornyxonau

Mocksa, 2018

Aon'
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OHKonaTONOrO®
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TepmuHamueHOKaemouYHsble onyxonu

Pt

SALL4 g,

R Y

-

BN P

Mocksa, 2018

Apxue [1.Xapmca

I'epM UHOMUBHOKs/1EeEMOYHbIE ornyxoau
AuczepmuHoma

10 11 12 13 14 15 18 17 18 1

Mocksa, 2018




lfepmuHamueHoOKaemoyYHele onyxonu

Mocksa, 2018

(N

OHKonaTONOrO®

TepmuHamueHoOKnemMoyYHbie ornyxonau

Mocksa, 2018

OHKonaTONOrO®

27.10.2018
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lfepmuHamueHoOKaemoyYHele onyxonu

Mocksa, 2018

)

ot
OHKonaTonoro®

TepmuHamueHoOKnemMoyYHbie ornyxonau

)

ot
OHKonaTonoro®

Mocksa, 2018

27.10.2018
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lfepmuHamueHoKnemoyYHele onyxonu ‘@A

ot
OHKonaTonoro®

9IM6pHoHanbHanA KapuuHoma

*  Pepkasa onyxonb

* B anukax yawie, yem B AMUHUKaAX

* PasBuBaeTcA U3 My/IbTUNOTEHTHbIX FTEPMUHATUBHbIX
K/NIeTOK, BOCMPOMU3BOAMUT HauyaNbHbI 3Tan
3M6pUOHaNbHOro pasBUTUA

*  KnuHuuyeckn mozkeT conpoBOXKAATLCA NOBbILLEHUEM
ypoBHaA B-HCG, npexaespeMeHHbIM MoJI0BbIM

passutMem

*  Yawe — KomnoHeHT KO 60onee ogHoro

r’MCTONOrN4ecKoro Tuna
Mocksa, 2018
® @
fepMUHamueHOKnemquble onyxonu ‘ ‘
Aeeouka, 17 nem OHKnATONOTO®

TR ~

Mocksa, 2018

27.10.2018
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I epMUHAMUBHOK/1eMOY4YHbie onyxoau
Aesouka, 17 nem
DTN S RO R VY ST,
4 \"‘. i ‘. a:\n'..a >

gl |

Mocksa, 2018

iy
OHKonaTONOrO®

TepmuHamueHoOKnemMoyYHbie ornyxonau

Mocksa, 2018

iy
OHKonaTONOrO®

27.10.2018
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TepmuHamueHoOKnemMoyYHbie ornyxonau

Mocksa, 2018

)

ot
OHKonaTonoro®

TepmuHamueHoOKnemMoyYHbie ornyxonau

o PETYRE et

«3710Ka4ecmeeHHasA aHarnaAa3upoeaHHAA ornyxosnb AUMHUKA»

Mocksa, 2018

)

ot
OHKonaTonoro®

27.10.2018
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Aon'
lfepmuHamueHoOKaemoyYHele onyxonu 3

Aesouka, 16 nem OHKGnATONOrO®

<

hoh. N

CD30 (-), AFP (-), panCK (-), CD117 (-), INI1 (+)

Mocksa, 2018

Aon'
%)
Bipotential Gonad Okraonor®
Mllerian Duct
'f |~
Wnt4, WntSb Gonad
Wolffian Duct ——
+SRY Female-specific
signals?
Testosterone
w "/B ©
Seminal /
Vesicles\ Hoxa9
:’v"ga Hoxa10
ntsa Hoxal1
Vas Deferens Hoxal3
~ / Epididymis
Testes -
Upper Vagina

Mocksa, 2018

27.10.2018
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a L)
AuczeHe3uu 20Had )
Mporpeccupytowee
CHUXKeHne
repMMUHATUBHBIX . OunchyHkuma : streak-gonad
KNeToK B roHag,
pa3BuUBaoLLMXCA
roHagax
* CuHgpom TepHepa (45, X0)
¢ XX aucreHesus roHapg, 46, XX
* CuHgpom Csaiiepa, 46, XY
* CuHgpom Mepponbra (46, XX gucreHesuns + ceHCOHeBpaabHas
TYroyxocTb)
* CmellaHHaA gucreHesmna roHap,
Mocksa, 2018
a L)
04

AuczeHe3uu 20Ha0

20 K e )

IR I T

LI | BT

(R BTRTNTE

i)
i

Mocksa, 2018

i
OHKonaTONOrO®

27.10.2018
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®
JAuceeHe3uu 20Ha0 &
Osomecmuc OHkonATONOTO®
Mocksa, 2018
®

AuczeHe3uu 2oHad
46Xy

)

i
OHKonaTONOrO®

Mocksa, 2018

27.10.2018
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JAuceeHe3uu 20Ha0
46Xy

%)

i
OHKonaTONOrO®

Inhibin

Mocksa, 2018

A, i TEAT RN

Jeesouka, 9 nem

g e

Mocksa, 2018

%)

i
OHKonaTONOrO®

27.10.2018
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Jeeouka, 9 nem

Mocksa, 2018

Aon'

%)

iy
OHKonaTONOrO®

Ten.:

Bospacr:
Otaenenve:
Awarvoa:
Mavepwan:

®HO nev. spava:
Kapuorun:

Peaynbratel FISH-ucen.:

3

OEJIEPAJIbHBIH HAYYHO-KJIMHHYE
JAETCKOH FEMATOJIOI'HH, OHKOJIOT'HH U

"
117198, Mocksa, yn. Camopst Mamena,

CKHIi LEHTP
HMMYHOJIOTHH

reHeTHKH
a1

706, 5454; 106, 5464;

706. 5404; 206. 5403;

PE3YNbTAT UUTOEHETUMECKOIrO UCCNEQOBAHUA
fry— ]

9

OHKONOMMH

TBPMUHOTEHHO-KIBTONHER ONYXONb FHYHWKE
nepidepHIeckan kpos

45.XY der(9)(1(9:21)(p22,q11))-21[15]
CEP XICEP Y: nuc ish Xp11.1-q11.1 (CEPX x 1), Yq12 (CEPY x 1)

No. npenapara: -
[flava BasTv matepuana: 27.03.12

2001200]

Mpw MYKCKO Kapwor
nepectpoikoi 1(9,21)(p22,q11).

Mpu uceneaosatmn metoom FISH oBHapysero, 4o sce anpa Hecyr XY.

Mocksa, 2018

Aon'

%)

iy
OHKonaTONOrO®

27.10.2018
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3 Aon'
H Onyxonu cmpombl U 10108020 MAXA C@_)

OHKonaTonor®

* Pa3BMBalOTCA U3 CTPOMbI FOHAZ, U 31€MEHTOB NOI0BOrO TAXKa
(rpaHynesa, Teka, pubpobnactbi)

* MeHee 10% onyxonei roHag

*  ANYHUKKM — Ha BTOpom mecTe nocne NKO

Monosoii Tax Crpoma CmelwaHHble
* TpaHyne3oknetouyHas onyxonb * Tekoma/¢pubpoma rpynna * Onyxonb
Ceptonu-/leiigura

* Onyxonb u3 KnetoKk Ceptonu * Onyxo/sb U3 KNETOK Jleiigura

* CmeluaHHble onyxonu ¢ CmeluaHHble onNyxonu

Mocksa, 2018

3 Aon'
H Onyxoau cmpombl U 10108020 MAHA C@_)

OHKonaTonor®

lPaHyne30KNeToYHas onyxosb
(roBeHUNbHDbIN TUN)

* Y neBoueK B npenybeptaTHOM nepuoge

* ER-ceKpeTupylowan (BarMHanbHble KPOBOTEUEHUA), PEAKO -
aHAporeHbl

* MpexpeBpemeHHOE NONOBOE pasBUTUE

* Tepanusa — pe3eKuuaA NOPaXKeHHOro ANYHUKA (NoKann3oBaHHaA
cTagma) c coxpaHeHnem ¢pepTUnbHOK GYHKLUU

Mocksa, 2018
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Onyxonu cmpombl U 107108020 MAXA

)

ot
OHKonaTonoro®

AR IR /

-= A

Mocksa, 2018

Onyxonu cmpomel U 110108020 MAXA

Mocksa, 2018

)

ot
OHKonaTonoro®

27.10.2018
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AuazHo3?

Jesouka, 15 nem

HanpasumesnbHbili OuazHO3 «2paHyNe30KAeMOYHAA OMyX0ab AUYHUKAY

Mocksa, 2018

Tt
OHKonaTonoro®

Onyxoau cmpomebl U 110106020 MAMA

Kapyurouo

Tt
OHKonaTon0rO®

27.10.2018
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Onyxonu cmpombl U 107108020 MAXA

Onyxonb U3 Knetok Cepronu
* Y Manb4mMKoB n AeBOoYeK O4MHAKOBO 4acTo
* ER-cekpetupylowan
* MMpexaeBpemeHHOE NO/IOBOE Pa3BUTUE
* Pepkue

* Tepanusa — pe3eKumns NopPaXKeHHOro ANYHUKa/anuKa ¢
coxpaHeHuem ¢pepTunbHOU GyHKLMU

* 3 creneHu agudpdpepeHUUPoOBKN ——> CTeneHb
3/10Ka4eCTBEHHOCTU

Mocksa, 2018

Aon'

%)

iy
OHKonaTONOrO®

Onyxoau cmpomebl U 110106020 MAMA

Mocksa, 2018

Aon'

%)

iy
OHKonaTONOrO®

27.10.2018
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Onyxonu cmpombl U 107108020 MAXA

Mocksa, 2018

)

ot
OHKonaTonoro®

Onyxonu cmpomel U 110108020 MAXA

Onyxo/sb NOAOBOrO TAXKa C aHHYAAPHbIMM

Tpy6b0ouKamu
Pepkas

Moryt cekpetuposatb PR
MNpexaespemeHHOe NO/I0OBOE pa3BUTHeE

Cnopaguyeckasa namn accoummpoBaHHas ¢ CMHApomom Peutz-
Jegers

beccumnTomHblie npu cuHapome P.-J.

Mocksa, 2018

)

ot
OHKonaTonoro®

27.10.2018
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iy
OHKonaTONOrO®

Onyxonu cmpombl U 107108020 MAXA

iy
OHKonaTONOrO®

©
=
o
]
<
a
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S
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Onyxoau cmpomebl U 110106020 MAMA

]
=
o
«
«
@
x
S
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=

25



27.10.2018

Onyxonu cmpombl U 107108020 MAXA 2

iy
OHKonaTONOrO®

CTpomasnbHble onyxonu

dubpoma

Mocksa, 2018

> Onyxosnu cmpombl U 107108020 MAXA 5

iy
OHKonaTONOrO®

CTpomanbHbie onyxonu

dubpoma

K- q 1.

Y A

Calretinin SMA CD99

Mocksa, 2018
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OHKonaTONOrO®

Onyxonu cmpombl U 107108020 MAXA

MMKPOKMCTOSHEH CTpOMaJibHaA onyxo/ab

Mocksa, 2018

)

iy
OHKonaTONOrO®

Aesouka, 16 nem

Mocksa, 2018

27



27.10.2018

B
Ckﬂepo3upylou4aﬂ CMpomMdarsibHAA ONnyxosob
[y ~ D e S g < s L PRI N iy X = A
WIS ey RS S 0 S
- . S 2 p 3 4 B P . ot g = p
N - 3 g AT r é ~ v";’ -
w - R B ey o - e e
43 g o - Z
& " s o i’y 3 ~3¥ Ry
2 g A0 L xg“)'w g ¢ 4
S . RS ey
S SaHE 5 3
X % \~ x - S
> - =~ 2 AR .
e . L ~
. -~ e - A ’
b & S \ 3 Yo ) %
S ; S
: 8 e :
\ BB G t
LW S n‘.‘{ \

Mocksa, 2018

3
Onyxonu CMpoOMbI U 110108020 MAMXA

Onyxonb Ceptonu-Jleiigura c reTeponorMyHbIMMU 3N1eMeHTaMm

Alpha-Inhibin

Mocksa, 2018
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] hon

Apyaue =

Tumt
OHKonaTONOrO®

Numdpombl

* Jlumpoma bepkurra
* DLBCL
*  JlumdobnactHbie nMmdpombl

Pabaomuocapkoma
3nuTenmanbHble ONyxXonm

* Cepo3Has uucrageHoma

*  MyumHO3Has uucTageHoma ;

* Cepo3Hasa norpaHWYHas onyxonb/aTunuuec
cepo3Hasn onyxosb

* MyuMHO3Has NorpaHMyYHaa onyxosb/atunuyeckas nponudepupylowas
MYLIMHO3HasA Onyxosb

Mocksa, 2018

] hon
%)

i
OHKonaTONOrO®

Cnacubo 3a eHumaHue!

MutpodaHosa AHHa MuxainosHa
Mocksa, HMWLU ArOU um. Amutpma Porauesa

anna.mitrofanova@fccho-moscow.ru

Mocksa, 2018
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