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dopmupoBaHume nona

[OHaabl Ao 6 Hepgenu He AnddepeHUUPOBaHbI, NONOBas AeTEPMUHALNSA 3aBUCUT OT HanNn4mns Y-
XPOMOCOMbI, Ha KOTOPOU PacnosioXeH reH SRY, Kak pakTop pasBUTUSA AUYEK.

Knetku Jlemgura: tectoctepes  anddp-ka Boribghosa npoToka (NpmMaaTok sindka, CEMABLIHOCSLLNI MPOTOK, CEMEHHOWN
RYRARA'CepTonu: AMB  anonTos Mionieposa npoToka (MaTouHble Tpy6bi, MaTka, 1/3 Bnaranmwa)

KacTpauusa nnoga HesaBUCUMO OT Nofna NpmMeoaunT K AN depeHLIMPOBKM MO XXEHCKOMY
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David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and Clinical Endocrinology/ 14. Disorders of Sex Development.



HapyXHble reHuTanum oo 8 Urogenital sinus External genitalia
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dopmupoBaHume nona

[Nocne 12 Hepenwu rectaumMn gaxe nog UHTEHCUBHBIM AENCTBMEM aHAPOreHOB NPOUCXOAUT
TONbKO POCM 07108020 Y/ieHa Unu aurepmpogus Kiumopa

(Mo NpMYnHE HapacTaloLen akTMBHOCTY NNaLeHTapHOM apomMaTa3bl TONbKO K 12 Hegene)
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David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
Clinical Endocrinology/ 14. Disorders of Sex Development.



»KeHcknn ncesaoorepmadopogmnTtnam

o Hanbonee 4YacTtas npuymHa — BpoXXaeHHas rmnepnnasust Kopbl

HaANno4ye4HKoB

HopmarbHbIe SUYHUKU U poU3800HbIE MIOSIIEPO8bIX
fPOMOKO8 +

HeonpeoderieHHbIe HapyXXHble rosioekle
op2aHhbl

David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
Clinical Endocrinology/ 14. Disorders of Sex Development.



(a

VicTopuyeckasa cnpaBka

B 1865 rogy HeanonutaHcknn aHatom Jlynaxu ae Kpekkmo
coobumn 0 caMoM paHHEM 3a0KYMEHTUPOBAHHOM
OonnucaHnu nauneHTa, NPeanonoXMTerNbHO CTpagatoLLero
oedouumuToM 21-rugpokcunassol.

[Mpu BCKpbITAM TPYN ObIN ONCaH Kak MMEOLLMIA cpaLleHne
rybHOM MOLLOHKM, 10-CaHTUMETPOBbLIN U30rHYThIN dpannoc c
rmnocnaguen, 4ByCTOPOHHUE HEONYLLEHHbIE ANYKM,
Bnaranuuie, MaTky, MaTo4Hble TPYODbl, ANYHUKN N 3aMETHO
yBennyeHHble Haano4Ye4YyHUKN. Y 3aToro Yernoseka npu
pOXOEeHMN BbINTN HEOAHO3HAaYHblIE reHUTanun, N oH
npeacrasnsan cedba My>XHMHOW Ha NPOTSAKEHUN BCEN CBOEN
B3POCSIOU XXU3HU, N NPeanoSIOXKNTENLHO YMep OT
HeaoCTaTOYHOCTU HaANOYe4YHUKOB B Bo3pacTe 40 neT BO
BpeM4 anu3ona pBoThbl, AMapeun n npoctpawmu. [g.2

YyTb 6onee 100 neT cnycT4, B 1957 roay, Heknaccuyeckas T R\, : _
nnun nerkasi dopma gedouunta 21-rugpokcunasbl obina . Ty N
onncaHa XXakom [lekypom, Makcom-PepHaHom [Ixennom A= : e T 2 MR
n 3TTbeHoM Bonbé. iy A

s
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Selma Feldman Witchel, MD. Congenital Adrenal Hyperplasia. J o
Pediatr Adolesc Gvhecol 2017 OkT190DL: 30 (5): 520-534



Bpo>|<,£|,eHHa$| rmrieprsiia3ngd Haanovye4yHnKoB

Unaffected Unaffected

"Carrier” "Carrier”
Father Mother 5
o 'pynna AP-3aboneBaHuin, NposiBNSAOWNXCS HapYyLEHNEM
paboTbl 0AHOro N3 PEPMEHTOB, YHAaCTBYIOLLINX B CUHTE3E

Rr Rr
/ \ KOpPTM30ria 1 CTEPOMA0B HAANOYEYHMKOB.
RR Rr Rr rr
O O ®] O Py
n 1 n o OQMHaKOBO YaCTO BCTPEYAETCSH Y XKEHLUUH U MY>XUYNH,
HO Yy nocriegHux pexxe ANarHOCTUPYETCA Npu PoXX4eHUN
Unaffected "CARRIER" "CARRIER" Affected
1 in 4 chance Unaffected Unaffected 1 in 4 chance
1 in 4 chance 1 in 4 chance
Heduyum
Kopmu3o Pocm lNunepnna3su N36b1mok
na KPI 51 KOPbl cmepoudos
Haodno4ye4YyHu e cemu.
AKTI Koe 30He

David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
Clinical Endocrinology/ 14. Disorders of Sex Development.



Classic congenital adrenal hyperplasia

Excess ACTH release ~
Vi Greater
stimulates diffuse ACTEy

s, /) isk of
enlargement of the by risK ©

adrenal
adrenal glands tumors

Adrenal glands have
a cerebriform’
appearance on CT

As a result. the adrenal

glands cant make enocugh
cortisol and aldosterone

v &

Eplarged adrenals
prodquce excess
androgens leading
to hormonal effects
on phenotype

Pituitary gland releases
excess ACTH to try and
stimulate cortisol production

https://artibiotics.com/blog/congenital-adrenal-hyperplasia
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. [edekT 21-rmapokcunasbl P450c21 \ Bupunusyouwue

NedekT 11R-rnapokcmnasbl P450c1 Popmeb

HedekT 38-HSD2 (rugpokcuctepouna-Al)
[edoekT 17-rugpokcunasbl, 17-nmuasbl
[edeKkT untoxpoma P450 okcmaoopeayKkrasbl

o TeyeHue 3agucum om suda
oeheKkmHo20 chepmeHma u
8bIpaXXEeHHOCMU €20
oeuyuma

o Bapbupyem om msxenou
Haodro4ye4yHuKosou
HedocmamoyHocmu 00
Jieakol aurnepaHopo2eHuu
unu 6eccumrnmomHou
Mymauuu

[HedbekT bernka StAR 1 P450scc (side-chain cleavage = pacuienneHme

bokoBown Lenun)

Norman Lavin, MD, PhD, FAAP, FACE. MANUAL OF
ENDOCRINOLOGY AND METABOLISM/ 22. Congenital
adrenal hyperplasia




LHedbekT 21-rmapokcunassl P450c21

« CambIn YacTbin TN BI'H (>90%)

Knaccu4eckue chopmabi:

e 1:14 000 XXMBOPOXOEHHbIX €BPONENCKOU pachbl
e 1:9500 XXMBOPOXAOEHHbLIX HA KaBKka3se
e 1:400 Andacka (Fonukckue ackumochil)

Heknaccuyeckas gpopma:
* 1:1000

* [eTeposunroTbl 1:60 00OLLEN NONyNALUK

David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
Clinical Endocrinology/ 14. Disorders of Sex Development.



LHedbekT 21-rmapokcunassl P450c21
MonekynapHaga reHeTuka

o KoavpytoLumii reH o 75% - 3TO TOYEYHble MyTaLuK B pesyrbrate MUKPOreHHOM
CYP21 HaxoaMTCs Ha KOHBepcum (4acTb CYP21A2 3aMeHSIETCA HA TOMOMOIMMYHYHO
6p21.3 XPOMOCOMbI nocrnenoBaTteryibHOCTb CYPZlAlP)
— T o 15% - KOHBepcuA ¢ obpazoBaHMEM HEYHKLNOHNPYIOLLETO
TIOKyC NoKyC coeanHeHnust 21-OHA/21-OHB; AeneLmm reHoB U MaKpOTreHHbIe
CYP21A2 CYP21A1P TpaHcdhopMaLuuw BblpaXkeHHast He4OCTaTOYHOCTb
(HedpyHKUMOHASNbHbLIU
rnceBOoreH).

o MeHee 1% myTauua de novo

o3aperncTpuposaHo 6onee 200 MmyTauuin CYP21A2.

CYP21A1P CYP21A2
%7 7
RP1 C4A TNXA RP2 C4B TNXB

Selma Feldman Witchel, MD. Congenital Adrenal Hyperplasia. J
Pediatr Adolesc Gynecol. 2017 OkTs6pb; 30 (5): 520-534.



LHedbekT 21-rmapokcunassl P450c21

Pa3Hble Mymayuu = pa3Hbie gpeHomurnbl: AKTVBHOCT
b
e Conbtepsatollas BupunbHas dopmaws7  PEPMEHTA
Kriaccu4yeckKu 19
e [1pocTas BupunbHaa goopmasws: ~

~10%
Heknaccudeckae QTCPOYEHHAA BUPUMN3aLUNsiBi4 =
g 50%

Selma Feldman Witchel, MD. Congenital Adrenal Hyperplasia. J
Pediatr Adolesc Gynecol. 2017 OkTa6pb; 30 (5): 520-534.
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[HedbeKkT 21-rmgpokcmnassbl
Conbrepstowlasa BupurnbHasa doopma

* 80% Knaccu4yeckmnx goopm

HeoHaTanbHasa cMepTHOCTb 4-10%

HeBepHoe onpenenexHune nona ° =51 A€eHb XXU3HUN HAaAlNoO4Ye4HHNKOBad HeaAOCTaTO4YHOCTb
10%
(pexxe Ha 6-12 Hegene Ha dOHe M3MONOrM4eCcKoro cTpecca)

*BHyTpnyTpo6bHO BOb nogaepxuneaetca nnaueHTomn

* BbipaxkeHHas BUPUNU3aLIMsa reHuTanum

« CepagevHon . Na?t
. ﬁ‘é’é\ﬁ&im}f'cocyuos Ha
Koptuso . F3zgXonammHi AnbpocTep * OLK
n OH

f- AOr * k"

‘A,u,peHanvl 17-OHP
H aHMuUMHepPankopTMKonaHo

Selma Feldman Witchel, MD. Congenital Adrenal Hyperplasia. J -
° e e gelnicteve

Pediatr Adolesc Gynecol. 2017 OkTs6pb; 30 (5): 520-534.



CrMNTOMbI HEOOCTAaTOYHOCTW KOPb
HaanoO4Ye4YHUKOB

“Jarowymuee” Hapyweune Cyxocme crmanciuix Crateinsed ynpyrocm u
Tédracd COIMMMA oSonoeer BCTINHOCTH COxH

[ MNoTEH3UA
[Hervngparauus

[ MnornnkemMus

['MnNoNa

[Mnepk:

[ MnoBonemMus, LWOK
Banoe cocaHune, anaTtus
[napes, poTa

o CHmXeHne macchl Tena

o 'vnepnurmeHTauua (reHuTanmu, opeoribl)

* Y MnadeHues myxckozao riona 3abornesaHue
owubo4YHO uazHOCMUPYOM KaK 2acmposaHmepum
usiu rnnuopuyYeckuU cmeHoas.

o O O O O O O O

David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
Clinical Endocrinology/ 14. Disorders of Sex Development.



CYMNTOMbI BUPUNU3ALIMN HAPY>KHbBIX NOJT0OBbIX
OpraHoB Yy AeBoYeK

o Knutopomeranums

o 'mnocnagua NpoMeXXHOCTU (MoYencrnyckaTenbHbIM KaHan OTKpbIBAETCA No3aaun pasgBoeHHOoM
MOLLIOHKW)

o CnusiHne ypeTtpansHOn 1 nabrnockpoTanbHOW CKNagok

Normal § I I 1] Y v Normal 2

" 'v k] A 1

~— M . 5 /

David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
LLikana I_Ipa,l:l,epa Clinical Endocrinology/ 14. Disorders of Sex Development.



87 5% |
Y . .;cl Thomas A Wilson, MD. 2020. Congenital
E i Adrenal Hyperplasia. Medscape

Ctagus Ctagus

Dé{/id G. Gardner, MD, MS. Dolores Shoback, I\)ﬁ) Basic and
Clinical Endocrinology/ 14. Disorders of Sex Development.

An Pediatr (Barc). 2017;87:116.e1-116.e10



[edeKkT 21-rmapokcunasbl
[IpocTaga BupunsHas doopma

* 20% Krnaccuyeckmnx doopm

* Bupunusaumns reHntannm y HoBOpOXAEHHbIX MeHee
BblpaXkeHa

* [MpexaeBpeMeHHOe NONoBOe Pa3BMTME B A6TCKOM BO3pacTe

0

AnpeHapxe: 0o 8 nerT.

JlobkoBoE 1 NOAMbILLEYHOE OBOMIOCEHM
« 3anax anokKpMHHOro nora

* KoCTHbIV BO3pacT (Rg neBon pyku)

* HwuskopocnocTtb
(AHOpOreHbl: 3aKkpbITVE AaNUGU3aPHLIX TOYEK
OKOCTEHEHMS)

* Manb4ukum:
MaKpOreHMTOCOMMUS (TECTUKY
nlYy)

SCDUHRVE.
David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
Clinical Endocrinolosv/ 14 Disorders of Sex Develonment




HopmanbHbIM KOCTHLIM BO3PAacCT

[lo 3 net 3 roga O nert 16 net



12-neTHUN ManbYnK JOCTUI OKOHYaTENbHOIO POCTa (HAMHOIO HIXe, YeMm y €ero MaTepl/I)

Congenital Adrenal Hyperplasia. Thomas A Wilson, MD. 2020.
Medscape






[HedbeKkT 21-rmgpokcmnassbl
OTcpoyeHHast BUpunmnsauus

« Camas pacnpoctpaHéHHaa AP-natonorusa

* OTCpOYEHHbIE CUMNTOMbI B NybepTaTe nnny
B3pOCnbIX

« Boa a

PacnpocTpaHEHHOCTb POPMbI:

» 1:27 eBpeeB AllKeHasu, 1:53 ncnaHues, 1:333
ntanbsHues, 1:1000 opyrmx eBponemncKmux
HaUMOHaNbHOCTEMN.
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David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
Clinical Endocrinology/ 14. Disorders of Sex Development.



[edeKkT 21-rmapokcunasbl
OTCcpoveHHas BUpuUnunsauus

Bbecnnood

|
(8)  Miuexmerrs

AKHe LLMKA AR KOS ¢ ﬁ)‘ Ié\' O @ @ @

an.w,ma
Tsaxxernbie KUCMOS3HO-rycmyrie3Hble
POPMbI, PE3UCMEHMHBIE K TEYEHUIO \ > \_{J \T
Marouredt UK MZ:'m 3 p::'p:?:nc’:m | Cowporopiaadada |
David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and HapyweHue MLI

Clinical Endocrinology/ 14. Disorders of Sex Development.



[ MpCcyTU3Mm

Upe3mepHbIN pOCT
TepPMUHAarbHbIX BONTOCKOB B
aHOPOreH-3aBUCUMbIX
00nacTaAX y XKEHLLMH.

[TyLLKOBbIE BOMNOCHI
CTaHOBATCA ANIMHHEE,

—1TemMHAee mnKypHaBee.
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becnnogne

o OnuromeHopes o Onurocnepmu

o AHOBYNAUMS o Onyxornb, ipUBoASLLAs K

3aKynopke KaHanbLeB, aTpodnu
TECTUKYI

urnepaHOpo2eHuUs = nodaesieHue
2urnomarsiamyca, 2unogu3sa u 20Hag
o BTOpUYHbLIN doeHOoTMN «CuHOpOMa
IOJfTIUKNCTO3HbIX AUYHUKOB» U3MEHEHNE

Mopdoriornm o JpeKTuUnbHasd ANCPYHKUMA 41%

Selma Feldman Witchel, MD. Congenital Adrenal Hyperplasia. J
Pediatr Adolesc Gynecol. 2017 OkTs6pb; 30 (5): 520-534.



BbipaxkeHHaqa Bupununsauus

o bapudoHus — orpybneHue ronoca

o JlapuHromeranus, runepnnasms NnepCTHEBUAHOIO
XpsiLa

o AHAporeHHada anoneumsa (PpoHTo-TeMnoparnbHble

100 £ 30HbI)

o Knutopomeranus

o ATpodunst MOMOYHbIX Xel

a0 =

10 =

| | j, ) )
XamowwunHa M. b., lLlectakosa W. I, lukke I. b., Kanropogosa J1. A. CAHAPOM runepaHApOreHnm y MonoabiX XXeHLWUH: KITMHUYeCKne BO3MOXXHOCTH
KOMOWHMPOBaHHbIX OpasibHbIX KOHTpaLenTusos // lokTop.Py. MMHekonorua 3uaokpuHonorusa. 2015. N2 1 (102). C. 9-16.



[lnarHocTunka




[HedbeKkT 21-rmgpokcmnassbl
[lnarHocTuka

Knaccu4yeckasa doopma:

17-OH-npozecmepoHa > 300 HMonb/n (> 100 Hr/mn)

o [1oao3peHns: HOBOPOXOEHHbLIE C HEONPEAENEHHLIMU FrEeHUTaNMAMM, ¢ HapyweHuammn BOb

o Mpun Taknx nokasaTensax AMarHo3 He Bbl3blBA€T COMHEHWUI, AOMNONTHUTENBHOIO
NOATBEPXXAEHNS He TpebyeTcs

MeTOﬂ,bI aHali3aa. XpOMaTOI'pan)I/II/I nIin
MaccneKkTpoMeTpun
[MPOEKT KIMMHNYECKNX pekomeHgaumnmn.

BpoxaeHHaa gucdyHKUNA KOpbl HaAMOYe4YHMKOB
(appeHoreHnTanbHbIM CUHAPOM) Y B3pOCKbIX. 2021




[HedbeKkT 21-rmgpokcmnassbl
[lnarHocTuka

17-OH-nporecTtepoH CbIBOPOTKU YTPOM B paHHIOK honnukynsapHyto a3y (He nosgHee

bazaabubiii yposens 17-OHP
< 6 HMOJIL/J1 6-30 HMONL/NL  (Cepas > 30 uMoub/J
(< 2 ur/mn) (2-10 ur/mn)  30oHa» (= 10 ur/mn)
2X=ROSTTTHO
Jdonoauureibuas [Hokazano nposeaenne npodsl ¢ JonoauurebHas
JAHATHOCTHKA He “ CHHAKTEHOM” JAHAIHOCTHKA He
Tp?ﬁ)’@’ Ics Tempa Ko3akmuo 'rpeﬁye I'csi
< 30 umounb/n >3() HMOJIBL/ 1T
(< 10 ur/mn) (=10 ur/mn)
IHarosorun He BuISIBJICHO Hexknaccenueckas B/IKH

KnnHunyeckne pekomeHgaumnn. [inarHoctmka n ne4yebHo-
npodunakTuyeckme MepornpuaTUS Npu BPOX4eHHON
ANCYHKLUNN KOPbl HaAMNOYEe4YHNKOB Y NauueHTOB BO

B3poOcCIioM Bo3pacTte. 2016




[edeKkT 21-rmapokcunasbl
[lnarHocTuka

[Iporoxkon nposenenns npodsul ¢ KOPOTKHM CHHAKTEHOM: AHanor

- HCXOAHO Hccneayercs OazanbHblii ypoBeHb 17OHP yrpoMm B paHuM '(ﬂommxy.rmpuylo dazy
LHKIa

= 1HOCJIC 3860])3 KpPOBH BHYTPHBCHHO HJIH BHYTPHMbIUICYHO BBOJAHTCAH 250 MKI cHHaKTeHa

- yepes 30 u 60 munyT uccneayrwres ypoeuu 1 7OHP 1 kopruzona

N: 170HP <30 Hmonb/n (ecnu >,
HBIH)

KobTumion >500 HMonek/n

IIporokos nposeaennst npodsbl ¢ CHHAKTEHOM-/1€110:

- MCXOHO Hccneayercs OazanbHblilt ypoBeHb 1 7TOHP yrpoMm B panHiow doiummkyinspHyio da3sy
LHK/1a

- nocJie 3a00pa KpoBH ri1yOOKO BHYTPHMBILIEYHO BBOAUTCH | MI' CHHaKTeHa-/1eMo

- yepe3 12 w/uinn 24 yaca uccneayrores ypoeHu 170HP u koprHzona

KnuHunyeckne pekomeHaauunn. [narHocTtuka n ne4ebHo- Kpumepuu He

npodunakTuyeckne MeponpuUATUS Npu BPOXXOaeHHOM pa3pa(50maHbl
ONCAYHKLUM KOPbl HAANOYEYHNKOB Y NaLMEeHTOB BO
B3pOCIioM Bo3pacTe. 2016



[HedbeKkT 21-rmgpokcmnassbl
[lnarHocTuka

bazaabubiii yposens 170HP

< 6 HMOJIL/ N1 6-30 HMOnB/1 = 30 HaMmonw/n
(< 2 Hr/Ma) (2-10 Hr/mn) (= 10 Hr/mn)

Hdeduuur 21- C y4eToM HEBO3MOKHOCTH Jedpuunr 21-
MHJIPOKCHIAZLE nposeaeHus npoodsl ¢ FHAPOKCH.IA3LI

HCRJITHOHaeIcH TETPAKO3AKTH/IOM B PdD -
PEKOMCHAVECTCH I'CHCTHYCCKOC

uccaenosanue rena CYP2IA2

[MpoeKT KIMMHNYECKUX pekoMeHaauunn.
BpoxgeHHasa ancyHKUMA KOpbl HAANOYEYHUKOB
(appeHoreHunTarnbHbI CUHOPOM) Y B3pOCHbIX. 2021



[HedbeKkT 21-rmgpokcmnassbl

[lnarHocTuka

- o +
v/ OueHka MuHeparnkopmukouoHol akmusHocmu: APT1/npsmon penuH, runepk,

rMmnoNa

+

v KT HadnoyeyHUKo8 Anst UCKNIYEHUst ApYrmx NpUYMHbI UX HEAOCTAaTOYHOCTM

Mevens cexpe-  [Mouku Kopa Hapnoueynmkos
TMPYET QHTMO-  CEeKPEeTH- CexpeTMpyeT ansao-
TEHIMHOTEH  PYIOT PEHMH CTepoH

c l ’ Na® 3apepxxa
un;"gg::&_ Cumnaru- KOHCTPMKUMR H O sopepxka
yeckas ak- MOAKOMMy= K" akcxpeums

POBPOCTO  rpaums  CKYMOTYPH  Mg* sxckpeums
cocynoe

= Y3U opaaHos Mano2o masa: naeHTuukaumsa maTku, onpegeneHme
nona npuv ABOUCTBEHHbIX FTEHUTaNNSAX

= [1n9 TOYHOro onpeaeneHnst yporeHnTanbHOM aHaTOMUK MoOryT
noTpeboBaTbCA UUCMOCKOIUS], 2eHUMOCKoriusi/eaauHockorusi, Y3
npomexxHocmu unu MPT

= OnpepgeneHne KoOcmMHo20 so3pacma (Rg)

= KapuomunupogaHue - onpeaennTb nomn npu ABONCTBEHHbIX
reHuTanmax

= [Ucmoroaus: rMnepnnasnsa Kopbl HaANOYEe4YHUKOB 1 Je30praHn3aLums
ApPXUTEKTOHUKM KaK KOpbl HaAMOYEe4YHNKOB, TaK N MO3roBOro
BeLLeCcTBa, NMnouaHas runepnnasus

Congenital Adrenal Hyperplasia. Thomas A Wilson, MD. 2020.
Medscape



CKpUHUHT [JedeKT 21-ruapokcmnasbl

C 2006T. CKPUHUHI BHEOPEH B Poccuu, 4To no3BonsieT NOCTaBUTb AMArHO3 U Ha4aThb JieveHne
euie B paHHEM OEeTCKOM BO3pacTe.

OnpepgeneHne 17-OH-nporectepoH B CyXOM NATHE KanuUnsaspHOMN KPOBU C UCMNONb30BaAHNEM
crneunanbHbIX TECT-MOSTOCOK Ha 41 eHb (Ha 7 AeHb AN HEAOHOLIEHHbIX)

JloXxHo +: HeoHaTarnbHbIN CTPECC YacTo CBSA3aH C
HeQOHOLLUEHHOCTbLI), HU3KOW m Tena rnpu poxaeHuu.

JToXxHO =: noporoBble YPOBHM ANs 60NbLUMHCTBA NporpamMmm

CKPUHMHIa HOBOPOXKAEHHbIX HE MO3BONSIOT BbISIBMATH
OETEeN C HeKIMaccu4yecknmm popmamum.

David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
Clinical Endocrinology/ 14. Disorders of Sex Development.



[edeKkT 21-rmgpokcmnasbl
AHTeHaTarnbHaga amarHocTumka

NMpeanMnnaHTauMOHHaA reHeTn4eckKas
ONarHocTuKa No3sonsaeT otobpaTb
300poBble AIMOPUOHLI. [eHETUYECKNI
CKPUHWHT poanTeneun ans BblsiBeHns
KOHKPETHbIX MyTauun ans an3anHa 3oHaa,
— nanee akcmpakoprnopasibHoe

eeneaosa ornsiodomeopeHue Ans pa3B|/|T|/|s=|
9MBOpUOHa.

Bunoncua BOPCUH XopuoHa (1
TPUMECTP) N aMHUOLUeHTe3 (2
TPUMECTP), eCI U3BECTHA MyTauUuna y
cnbnuHra, mytaumm y obomnx

AMHHOTHYECKAR
HUAKOCTL

: WNK KaTerep
~ Bnaranwwe

Martka -~

“Weitka MaTin
(BxoA B MaTky)

“[paAmMan Knwka
©RCOG

David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
Clinical Endocrinology/ 14. Disorders of Sex Development.



AHTeHaTanbHoe neyeHue

[10 pe3ynbraTtaM reHeTUYECKOro KOHCYIbTUPOBaHNA UMEETCSH BbICOKUIN PUCK POXAEHNA pebeHKa C KflacCUYeCcKom
dhopmown BI'H

SKcnepnMeHTalbHO (OTCYTCTBYIOT 4O/ITOCPOYHbIE MPOCHEKTUBHbLIE AQHHbIE O 0€30MNdCHOCTMU):

o 6-12 Hepgenu, 20 MKI/Kr/cyTkn gekcameTtaloHa, ecnm non XX
o Lenb: npegotBpalleHmne supuansaumm nnoaga.

o [lekcameTa3oH NPOHMKAET Yyepes nnaueHTy!

: B yvacmHocmu, npeHamarsbHoe go3delicmeaue l
| 2ITFOKOKOpmuKkoudo8 bbirio cesi3aHO ¢ UCMOHYEHUEM :
: KopmuKaribHO20 CJ1051 8 pocmpalibHou rnepedHeu rnosicHou |
| KOpe u Helporcuxu4ecKumu UsMeHeHUsaMU, :
| ompuyamesibHO esiusiem Ha KO2GHUMUBHbIe PyHKUUU |

Witchel SF. Congenital Adrenal Hyperplasia. J Pediatr Adolesc
Cunecal 2017:-20(5Y:-E20-5E24 Ani-10 101671 inac 2017 0OA 0N



LHedeKkT rmgpokcunassl P450c11
5-8% BIH

Knaccuyeckas, no3gHAasa, acuMnToOMHasa oopmbl
Knaccuyeckas goopma 1:100 000 HoBOpOXAeHHbIX B EBpone
[ToBbILLEHNE KOHLIEHTPaLUN Ae30KCUKOPTU301a, LE30KCUMKOPTUKOCTEPOHA, aHAPOreHoB

> StARMX [ XonecrepuH |

v/ OeHOoTUNbI: BUPUNN3aums 1

rm nepTeH3Mﬂ «20 2511,525;211333»
(Ll,e3OKCI/IKOpTI/IKOCTepOH), [ MperHeHoNOH ] Eﬁ[ 17-OH-nperHeHoNoH ] 'ﬁ[ OrA —_— [ AnpapocteHauon ]
VI3OJ'|MEOBaHHaF| notepsa corneun ShERST B TAA— ((17,20_1(1:”333)) p— 178-HsD3 iasp
(runoK™ ) 38-HSD2 !
[ MporecrepoH ]  — ‘ 3701 noore crepon 1 » | AHppocTeHaMOH ] > TectoctepoH J
ﬂua 2Hocmuka: P450c21 BAERGA P450arom | P450arom
- [leaokcukopTu3on (x5-10 pas (_mox ) ( ) ([ 3apon ] —— ([ 3cipammon |
Jle3soKcukopTmson
BI'H) cbiBOpOTKM PA50c11B !
= MCCﬂeﬂ,OBaHMe MyTaLl'l/ll‘/ll B reHe [ KoptukoctepoH | P450\CJ'18
CYP11B1 (B Poccuu nposoamTcs " n'=
KpanHe penko) "

18°H- ‘ \
| KOPTUKOCTRROH )

P450c11AS H
[ ANbAOCTEPOH ] David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and

Clinical Endocrinology/ 14. Disorders of Sex Development.




My>KcKkon ncesaorepmapoanTnsm

o brnokaga cnHTesa KopTmM3ona v nosioBbIX CTEPONLO0B
o HenonHas mackynnHusaums y Manb4MKoB (Mano aHgporeHos)
o Hebornblwaga supunusaumsa/ee otcytcreme y gesoyek (MHoro [ 9A-c)

Y Manb4YnKoB: HEOOHO3HAYHbIE FeHUTanum nnu
XKEHCKME reHuTanmm, oHn MoryT BbITb 80CrUMAaHAbI
desoykamMu 1 obpallaTbCs 3a MegULIMHCKOM
NnoMoLLbio B bonee no3gHem Bo3pacTe 13-3a
rMNepPTOHNN NN HEAOCTATOYHOIO Pa3BUTUS

MOJTOYHbIX JKEJ1E3

David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
Clinical Endocrinology/ 14. Disorders of Sex Development.



[edekT 3R-HSD2

> StA/R SMX

= St [ Xonecrepuu |
P450sce
«20,22-pecmonasa»
e=——xp ] ¥
1: 22 679 KMBbIX HOBOPOXKEHHbIX B Leiienanes | Toom Dy EECE R e | s | === apocienguon |
«l7a1 » »

Pecny6nuke OceTus i{&usoul R l P \ B—HSDI \3&Hsol
Knaccuueckas (conbrepsitoLlas) u Nporecrepont | —— N\47.op-nporecrepon ] Nugpocresypion \Jecroctepon
HeKnaccn4ecka CbOprl P%Zl dell H \ lP450arom \ lP450arom
FeHuTanbHas HeonpedeneHHocTby [\ Aok ) Nypon S Scaavon

00onx Nnonos.

' [ A@&Q@QL@A ]
P450c118B

[loBbILLEHME B NNasme, B TOM YnCIe ( Kopmx&:Tepou ] P450c118

nocne ctumynaumm AKTI
nperHeHonoHa, Ar 9A.

P450c1182 \ [ KOPT"N ]

\

18-OH-
KOPTUKOCTEPO

P450c11AS ﬂ

( AbAOCTEPOH |

Norman Lavin, MD, PhD, FAAP, FACE. MANUAL OF
ENDOCRINOLOGY AND METABOLISM/ 22. Congenital adrenal
hyperplasia



[edreKkT P450c17

= StAR <

b e ~J

* PerynaTtopbl cTeponaoreHesa
(17a-rmgpokcunasa, 17,20-
nuasa)

[ MNnepToHUA + HEOQHO3HAYHOCTb
reHuTanuu:

[leBO4YKN: ameHopes, peaKkoCTb
NoB6KOBbLIX BOIIOC U MakKpOLUCTbI
SNYHNKOB ((pakTop pUCKa
nepekpyTa AN4YHUKOB)

Manb4nku: HeogHO3HaYHbIE
reHnTarimn

o | \

KOPTUKOCTEPOH

P450c11AS I

( ANbJOCTEPOH |

Norman Lavin, MD, PhD, FAAP, FACE. MANUAL OF
ENDOCRINOLOGY AND METABOLISM/ 22. Congenital adrenal
hyperplasia

~MX [ XonecrepuH ]
P450scc
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[edeKkT untoxpoma P450
oKCMaopeayKkTashbl

A

* P450-okcupaopeanykrasa Ha 7q11.2.

[lepeHoC aneKkTpoHOoB OT . _ _
BOGCTAHOBIIEHHO POPMB P450c17: 17a-rmgpokcunasa; 17,20-nnasa

HAO® k hepmeHTam * P450c21

 P450arom

o Puck Bupunmnsauum mamepu Bo BpeMsa 6epeMeHHOCTN (He4OoCTaTOMHOCTb apoMaTasbl)

o [eBOYKN — ABONCTBEHHbIE rEeHUTaNnnm, HoO BUPUNM3auma He NPorpeccupyeT nocne poxaeHus
o Manb4mku — HenonHaga MackynMHM3auma

o HagnoyeyHukoBasd HegOCTaTOYHOCTb

o CuHOpoM cKeneTHbIx ancmopdun AHTNK-bukenepa

o CTeneHb NposiBNEHUN 3aBUCUT OT TSXKECTUN ANCHYHKUUN dpepMeHTa

David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
Clinical Endocrinology/ 14. Disorders of Sex Development.
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CuHapom Antley—Bixler

KpaH1nocnHoCTO3

[Mnonnasns cpeaHen 30HbI nuua
HW3Ko nocakeHHbIe yLun

ATpesuns unm cTeHo3 xoaH
PaguonnedeBsou, ny4eBon CUHOCTO3

DOI:10.5734/IGM.2016.13.1.31

DO0I:10.1007/s003810050082



- HESQWCRKI UVMTUAPDUNIa F4OoU
okcnagopeayKTasbl

HuarHocTnka

[ XonecrepuH J

P450scc
«20,22-pecmonasza» \ \

= StAR S

> iR I C

N M1 CHUXXeHbI aHOPOreHsbl ["pe'"‘i“°"°1*;]pasocu[ 178 "peﬂr“e”m“ e | \\NEA el \°<p°”ﬂa"“"°" ]

3B-HSD11 «1l/7a-ruapoKcunasa» «17,20-nnasa» 3B-HSD 3B-HSD
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17-OHP nmeet TeHaeumio K (Tiporectepon ] —— [ 17.0p.yorecrepon | — _Avaprenmon | ——» [ Telocrepon |
NOBbILLEHNIO i

P450c21 shgacas U\ \ﬂ\€450arom P450arom
Ctepounabl B Mo4e Aok ) ( scpo\ ] e Scpadyor )
(MporecTepoH, NPerHeHooH) i -

P458c11B
[MoaTteepxaeHne mytaummn OHK (Rpimeienon | P45°°118H \

_ ‘ KopTtuson
P450c118

\

B
| KOPTUKOXTEPOH |

P450c11AS H

( AlbAOCTEPOH |

David G. Gardner, MD, MS. Dolores Shoback, MD. Basic and
Clinical Endocrinology/ 14. Disorders of Sex Development.



STaR, P450scc (nnnongHas
Haano4Yye4yHnkoBaga rmnepnnasng)

XC He npeobpasyeTcs B

NPerHeHosJ10H, HakarnJinBaeTcs

B HaANno4e4yHnKax n roHagax

[edekT 20,22-agecmonasbl B
MX (nepeHoc XC B MX)

Bepet k gepuumty BCcex
KI1aCcCOB roOpMOHOB KOpb!
HagNOYEeYHUKOB

Hapnovye4yHukoBas
HEeJOCTaTO4YHOCTb

Y Manb4uKoB }KeHCKUN
doeHoTUmM

Hwn3knn ypoBeHb ropMOHOB
Ha4NO4Ye4YHMKOB, aHOPOreHoOB,
HeT oTBeTa Ha npoby ¢ AKTI

XonectepuH ]

P450scc

«20,22-pecmonasay

{ MNperHeHonoH J — [ 17-OH-nperHeHoONOH J > [ AOrA ] o { AnapocteHauon ]
P450c17 = P450c17 1 17B-HSD3 I
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ENDOCRINOLOGY AND METABOLISM/ 22. Congenital adrenal

Norman Lavin, MD, PhD, FAAP, FACE. MANUAL OF

hyperplasia



OndpdepeHumanbHaa anarHoctuka Bl H

o 'nnonnasuns HagnoO4Ye4YHNKOB

o CMHOPOM HEYYBCTBUTESIbHOCTU K aHApOreHam (TeCTUKYIsipHaa peMmnHu3aumns)
o [BYCTOPOHHEE KPOBOU3NUAHME B HAANOYEYHNKH

o HapyweHuna cnHTtesa TeCTOCTEPOHa

o CunHgpom [eHunca-[palua

o CeMenHbIn 0edNUNT rIIIOKOKOPTUKOWOB

o [leTckasi HagnovYevYHKoBas HegoCcTaTOMHOCTL (bonesHs AgancoHa)

o [deTcknu runeptpodnyecknin NUOpnUYeCcKnum CTeEHO3

o CnHAOPOM NONMUKNCTO3HbIX SNYHUKOB

o BOOHO-3MeKTPONUTHbIE HAPYLLEHUS Y HOBOPOXOEHHbIX



JleyeHne




IleyeHne conbTepsaoLen dopMmsbl

JKCTpEHHas NOMOLLLbL HOBOPOXAEHHbIM € HapyLweHnamu BIb:

*He criedyem omka3sbieambCs Om JiedeHUSs, roKa oxxudaromcs rnoomeepkoaroujue
pe3yribmamal, MOCKO/IbKY OHO MOXem cracmu XU3Hb

« Bontoc NaCl 0,9% (20 mn/kr unun 450 mn/m?) B 11 Yac, 3atem 2-3 n/m2/cyT
e NlekcTpo3a npu rmnorinnkeMmm

» CTpecc-403bl rMAPOKOPTUIOHA 1-2 Mr/Kr, 3aTeM UHAY3NA KaxabIn 6 HacoB, CyMMapHO 1-2
MI/KI/CYTKU 1 MeTunnpegHu3ornoHa 10-20 mr/m 2 B/B, B/M

» OryapokopTnU3oH 0,05-0,2 Mr/cyT (npu HegocTatodHoM adbdoekTe oT [KC)

 MnapeHuam pob6aBka NaCl (2-4 r/oeHb) B cMecH

Han, T. S. et al. Treatment and health outcomes in adults with congenital adrenal hyperplasia. Nat. Rev.
Endocrinol. 10, 115—-124 (2014); published online 17 December 2013; doi:10.1038/nrendo.2013.239




JledeHune conbrepgatoLllen opmsbl

[MoxkunsHeHHaa 3T

7—-18 Mr/M2/CyTKk1 2uOPOKOPMU30Ha (ECTb MUHEPATTKOPTUKONOHAA aKTUBHOCTb, MEHbLLIE HErATUBHOIO
BNMAHNA Ha NpoLecc pocTa)

npe,EI,HI/I3OJ'IOH, AEeKCaMeETa30H MOXET NUCMOJ1b30BaTbCA AJ14 B3POCI1bIX
Lekcamema3oH —Jiydwee CHU>XXeHue aHOpoeeHoe, Ho bornbwe /3, ons UHOyKL(UU qbepmuanocmu

LinpkagHbin unu obpaTHbIN UMpKaaHbIX pexum (ansa nogaBneHusa HovHoro Belibpoca AK

TutpoBatb gosy no: 17-OHP x3 BI'H
HOPOCTEHANOH B pedepeHce + KINMHUKa N

! I [

XOpPOLUNIM KOHTPOJSIb BaXXeH Ansa doepTunbHOCTU! Noon SPM. Mg cAM Noon

Ho nosbiwaeT puck n/a!
1Mr NpeaHN30rIoHa = 4Mr FTMAPOKOPTU3OHA

(N KoHueHTpauma 17-OHP v nporectepoHa ykasbiBaeT Ha 1Mr npeaHn3ornoHa = 5Mr rupoKopTU3oHa
Ype3MepPHYH 3aMeCTUTENbHYI0 Tepanuio rMIKOKOPTUKOUAHLIMUA
ropMoHammu)

Han, T. S. et al. Treatment and health outcomes in adults with congenital adrenal hyperplasia. Nat. Rev.
Endocrinol. 10, 115-124 (2014); published online 17 December 2013; doi:10.1038/nrendo.2013.239

1Mr gekcameTasoHa = 50Mr rnapoKopTU30oHa



M36bITOK KOpTU30Na M36biTOK aHaporeHos

Han, T. S. et al. Nat. Rev. Endocrinol. 10, 115-124 (2014); publj
online 17 December 2013; doi:10.1038/nrendo.2013.2



JleyeHne

B pamkax KrnuHu4yeckux uccriedosaHul 8
* [icuxonozuyeckas crieyuarnu3uposaHHbIX YeHmpax ¢ paspeuieHus
' KoMumema rno 3amuke:

[ B cny4ae HeyoOBMETBOPUTESIBHOIO pOCMOB020
npo2Ho3a BO3MOXXHO Ha3Ha4yeHne aHarnoroB
I'HPI” nponoHrnposaHHoOro gencreugd
(AndpepenuH, JTtokpuH, lekanenTtun-geno) rno
cTaHgapTHoun cxeme: 3,75 Mr B/m 1 pa3 B 28 CyT.
Ha choHe 6r10kupoeaHusi Nosio8020 pa3sumusi
y AEeTEeW, Kak NpaBuUno, CHMXaEeTCHA CKOPOCTb pocTa

[0 TopmoH pocTta?

Congenital Adrenal Hyperplasia. Thomas A Wilson, MD. 2020.
Medscape



JleyeHne

NmeeTtcs xp HH. B cTpeccoBbix cutyaumnsx (onepaumsd, 6onesHb, nnxopagka >38 °C):

| Yeenununtb ao3y NKC x3 pasa! |

[ocTyn K UHBbEeKUUOHHOMY 2UOPOKOPMU30HY, KOoraa nepoparbHble npenapatbl He
NnepeHocATCs (KenyaodYHo-KuLeYHble 3aboneBaHns, yrHeTeHne Co3HaHus)

Bce noctpagasLlume gOmKHbI HOCUTb MAEHTUAUKALNOHHLIE NPeaMETbl (JOKYMEHTbI,
OpacnerT, XXeToH).

MedicAlert




KoppeKkTupyrLime onepawun

@) q)eMI/IHI/ISI/IpyI-OLLI,aFI reHNnTonNnacTnkKa: oOTkpbliTUE BrlarasimlHOro

BXO4a, NpnbnmxeHmne ypeTparnbHOro npoxona K npoMeXXHOCTH
o Pepgykunsa knutopa

o BarnHonnacTtukor nocrne NonoBoro co3peBaHus

« CpeaHuiA Bo3pacT onepauun 9,9 MmecsiLeB

* 4-27% OCNOXHEHUW (On3ypus, pacxoxageHue weos, nHdekuna MBI, noTteps
4YyBCTBUTENBHOCTN, PyOLIOBLIN CTEHO3 Braranuiila)

Congenital Adrenal Hyperplasia. Thomas A Wilson, MD. 2020.
Medscape



JleyeHne Heknaccuyeckon dopmsbl

1. [vnepaHaporeHns: KOK n/unm

aHTMaanoﬁgM!?OOHOG LHunporepou™* 10-50 Mr B cytku ¢ 1 no 15 aeus uukia B Buje
MPO2eCMepOHa, YaCMuUYHLIU y,. MOHOTEpanuM, B KOMOMHALIMY HIH B COCTaBe
a2oHUCM aHOpO2eHOBbIX R, KOK umkinyecku B pexume
riodaensem cexpeyuro CrupoHonakTon™**” 100-200 mr B cyTKH
%HER SdPRBYRIEsy—- Mdunacrepug**~ 2,5-5 Mr B CYTKH
AHmaeoHucm aHOpozeHosbix—| Dnyramua’ 50-150 mr B cyTKH
R KOK ¢ recrarenHbim CoriacHO MHCTPYKLHH K 11penapary B
2. MeTonbl anunsauum KOMIIOHEHTOM, 001a/1aK011HM 3aBUCHMOCTH OT BbIOpaHHOH hopmbl KOK
AHTUAHIPOr€HHbIM JACHCTBHEM:
3. MoxHo TKC npw JIHEHOI'eCT, JIPOCIHPEHOH,
BbIPaXXeHHOM LMNIPOTEPOH, XJIOPMAIMHOH
rmnepaHaporeHmn,
(Nnoche emALINPRBEERFPRIMENPHIE ML 1 ymeHbLIeH1e akHe 0OXMAAIOT Yepes 3 MeC., a rMpcyT3ma — B TedeHme 30
Mec).
4. )Z\Hﬁé'ﬂfanakmomu,q He peKoOMeHAOYeTCA. VicknioveHne: HEKOHTponupyemas runepaHgporeHms npu 4octTato4Hom
KOMMMaeHTHOCTMU.
% JleyeHne myxx4umH: becnnogue, onyxosib NOKOS TPOEKT KIMHMIECKVIX PeKoMeHaaUMiA. BpoxaeHHas
ANCAYHKLNA KOPbl HAANOYEYHMKOB (aApEeHOreHNTanbHbIN

ANYKa CMHAPOM) Y B3pOCHbIX. 2021



[TnaHnpoBaHmne 6epeMeHHOCTN Y XKEHLLNHBI C
BIM'H

YeneuwHocmb 6epeMeHHOCMU C Kraccu4yecKumu chopMaMu 54%, Heknaccuyeckue v
67%

BepneHune 6epemeHHbix ¢ XAl ruaApOKOPTU3OH UINU NPEeaHU30SI0H, OHN
He MPOHUKAaIOT Yepes NnaueHTy

Bo Bpems 6epemMeHHOCTU bnusnonormvyeckoe noBbllleHne peHuHa — no
HEMY Herb351 KOHTPONMPOBAaTb MUHEPANKOPTUKOUALI, KOHTPOSIb NO Na, K
U NOCTYpanbHOM FTMNOTEH3UNn

Hy>xHbl nu 'KC npu poaopaspelueHnm (Npy HeAOCTaTOMHOW BbIpabOoTKK
KOpPTU30S1a BO BpPEMSA CTUMYIUpPYHOLLLEro Tecta (MeHee 500 HMOoSb/1))

Han, T. S. et al. Treatment and health outcomes in adults with
congenital adrenal hyperplasia. Nat. Rev. Endocrinol. 10,
115-124 (2014); published online 17 December 2013;
doi:10.1038/nrendo.2013.239



NeyeHune pegknx goopm BI'H

+» [lonoBble cTepongbl COrracHo
nacnopTHOMY MOy C Lesblo MHULnaLunm
nybeprtaTa

«» AHTUrnnepteHaunBHas Tepanus (bKK,
aHTaroHMCTbl MUHEPANKOPTUKOO0B)




[1porHos

PU rerkmux gpopmax — onaronpuUATHbIN
0XXn3HeHHo 'KC - puckn n/a
CUXONOrnyecknm gMckomMmdoopT

MoxxeT BbbITb doaTarnbHO — NPY OCTPOW HAANOYEHYHNKOBOW
HeJOCTaTOYHOCTU




L 1 TllpeHaTanbHOe BO3OencCTBue

adHOPOreHoB BJIUAET Ha
reHgepHoe noseaeHmne n
KOTHNTUBHbIE Ct)yHKLI,VIVI.

d 25% pesBoyek ¢ BI'H nmetoT
reHgepHo-aTunNn4yHoe
nosegeHue.

Witchel SF. Congenital Adrenal Hyperplasia. J Pediatr Adolesc
Gynecol. 2017;30(5):520-534.d0i:10.1016/j.jpag.2017.04.001
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Our Mission

ission Statement:

CARES Foundation leads in the effort to improve the lives of the Congenital Adrenal
Hyperplasia community and seeks to advance quality health care through advocacy,
education, research and support.

https://caresfoundation.org/
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Q) Welcome

Whether you have just heard of Congenital Adrenal Hyperplasia for the first time, or are

a frequent vistor to our site, we are glad you found us and hope our site can be of help RareDisease.org (CAH Social Network)

RareDisease.org

to you.

Vision

(ongenital Adrenal Hyperplasia

To bring together the Congenital Adrenal Hyperplasia community in Australia.
US CAH Support Group

Mission

Congenital Adrenal Myperplasia

. . . . . Reseerch Fducation & Support
To improve the lives of those affected by Congenital Adrenal Hyperplasia in

http://www.cah.org.au/



MIHTepceKc Bapnaumm

intersex /¢ 5

WHTepcexc — TepMuH A4ng

onuCaHUg ohbiTa YC,10BEKA4,

poxA€CHHolo C hosloBbIMU
~ npuzHakamu (Bkawvag
- TEHUTA/IUMN, NosloBbIE xENEZHI -
U Habop xpoMocoM) koTopbie
_HE BDU(LIBATC(Y B THUNUYHOE °
~onpegeneHut Myx(kolo
- WA xCH(kolo TCNA.

https://www.intersexrussia.org/




WHTepcekC MNAACHUEB U AETEW Ya(To
6c§ MEAUULUH(KOU HCo6X0AUMOC(TH
0ABEpPratoT xuUpypruyc(komy,
FropMoHaNbHoMy, U ApyloMy JCYCHUI (
Uesiblo NPUBECTU WUx BHEWHWUW BuA B
(00TBET(TBUE (o (TEPEOTUNHLIM
NPeACTIBNEHUEM 06 oAHoM UZ
AByx NhonioB. CneacTBuEM Takhx
NpoUtAyp, Z34a(Tylo HEo6PATUMBIX,
66iBaloT NoXUZHEHHHIE 6ouniw,
NoT€P9 YyB(TBUTCNbHO(TH,

. npo6nEMbI ( Moqcucnycxaﬂuw
- 6eCNN0ANUE, (UNLHLIE NCUX0JIOTUYECKUE -
. TPaBMmYl, HE06X04UMOCTb NoXNZHEHHO =
. NPUHUMATL ZAMEC(TUTENbHY
» FopMoHanbHylo Tepanuio.

https://www.intersexrussia.org/



MHTepcekc Bapuauumn

« B Poccun, kak n B 60nbLUMHCTBE CTpaH M1pa, MHTEPCEKC NOAN CTankuBarTCcs C
PErynspHbIMN HAPYLUEHUSIMWU UX MPaB YenoBeka, BKIoYasi IpaBo Ha NONHOe
nHdpopmMmpoBaHHoOe cornacue, PrU3n4ecky HENPUKOCHOBEHHOCTb U camoonpeaeneHune.

[MpakTuka npoBeaeHns Kaneyawmx "HopmMmanuasyowmx" onepawmm Ha MHTepPCceKC OEeTAX Ha4Yanach B
1960-x rogax, 1 ocCHoBaHa Ha Teopumn ncuxosora [xxoHa MaHu, yTBep)XgaBLuero, Yto reHaepHad
NOEHTUYHOCTb YerioBeka onpeaensercs socnuraHmeM. OnpoBepXXeHne: reHeTUYeCcKUin CocTan
ABMNAETCS peLlaroLLmm pakTopoMm, Korga 4eno KacaeTcs reHaepa YenoBek.



WHTepcexkc A€TK npexkpacHol
TAKUMKN, KAKUE OHW €(Tb.
He AenaiiTe HUkakux ohEpaymi
6¢3 peasibHoU MEANUMHC(KOW
HCobX0AUMO(TH.

He ckpoiBaTe HWyero ot
- BaluMx MHTEpPCexC AeTen -
 B koHuC KOHUo0B )3To anHC(CT‘

4 UM TOJ'leO 60.nb R

https://www.intersexrussia.org/



Cnacnbo 3a BHumMmaHue!
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