KoHTponbHas ¢opMa 3anpoca Ha TepaneBTuyeckoe ncrnonbsosanHue (TU):

f'MnoroHaansM y My>Xu4uH
3anpelyeHHble cybcTaHumm: TeCToCTeEPOH, XOPUOHNYECKNI roHaaoTpornH (XIM4)

[JaHHaa KOHTponbHas QopMa npeaHasHayeHa ANa O3HaKOMJEeHUs CrnopTCMEeHa UM ero Bpaya C
TpeboBaHmaAMM K 3anpocy Ha TW, kotopas no3sonser KTW oueHUTb, YyAOBNETBOPSAKTCA U
COOTBETCTBYOLWNE KpUTEPUM MexayHapoaHOro craHaapta Mo TepaneBTUYECKOMY MCMNOJSIb30BaHMUIO

(MCTW).

O6paTtute BHMMaHWe, 4YTO OAHOM TONIbLKO 3anosiHEHHOW OopMbl 3anpoca Ha TWU HepocTaTouHo; JOJIKHbI
6bITb NpeacTaBaeHbl NOATBEPXAAWMNE AOKYMEHTbI. 3an0OHEHHbIN 3anpoc Ha TU n KoHTponbHas dopMa
HE rapaHTupyloT nony4veHue paspeweHnsa Ha TU. OAHAKO B HEKOTOPbIX Cy4yasiXx KOPPeKTHbIM 3amnpoc
MOXeT He BK/YaTbh KaXAbll 3/IeMEHT U3 KOHTPOSIbHOM (hOpMblI.

U | ®dopma 3anpoca Ha TU gomxkHa BKAlOYaTh:

O | Bce pasaenbl AOMKHbI 3aMOMHATLCA pa3bopyYmBbIM MOYEPKOM
O | Bca nHdopmaums goaxHa 6biTb NpeacTtaBneHa Ha pyccKkoM
O | Noanuce nevawero Bpaya

O | NMoanuce cnopTcMeHa

(W MepuuMHCKoOe 3aKJIloUeHMe J0/DKHO BK/IYaTh Clieaylowne geTanu:

UcTtopunsi 6onesHn: passutve B nybepTtaTHOM MepuoAe; 4Yactota MOJIOBOM aKTUBHOCTM M nnbuao,
BK/IOYAs AaHHble O MPOAOC/KUTENBHOCTb M TSHXECTU Mbbix Npobnem; spekums u/uam 3aKynsauus;

O | npunuBbI/NOTANBOCTb; TECTUKYISIPHbIE HAPYLUEHWS; YepenHO-MO3roBble TpaBMbl, (ecin 6bi1n); OpXUT;
3aflepXXKa MOM0BOr0 CO3PEBAHMS Y 4YIEHOB CEMbW (€C/IN MMeeTcs); Hecneumdbuyeckne CUMNTOMBbI
(NO3UTUBHbIE NN HEraTUBHbIE).

Pe3ynbTaTbl 06beKTUBHOro obcneAoBaHUs: FTMHEKOMACTUS; CTEMeHb OBOMOCEHMS (MOAMbILEYHbIE U

O nobkoBble 06nacTtn), yMeHblUEHWE 4acToTbl 6puTbs; 06bLEM SNYEK, M3MEPEHHBLIN C MOMOLLbIO
OpXMAOMETpa UAW ynbTpasByKa; pocT, Bec, UMT; COCTOSIHME pasBUTUS MbILLIEYHOM CUCTEMbI U €€ TOHYC
(Heo6xo0ANMO yunTbIBaTb U ONKCATb)

O MHTepnpeTaums Jsevyawmm BpayoM (MpeanoyTUTENbHO 3HAOKPUMHOIOMOM CO Cheuuanvsaunen B
aHgponornm) ucropmmn 3aboneBaHnsl, MaTtepmanoB M pe3ynbTaToB JlabopaTOpHbIX MCCnenoBaHUM

O [AnarHo3: nepBuYHbIN UKW BTOPUYHbLIA FTMMOrOHAAN3M; OpraHN4Yeckun nnn MyHKumMoHanbHbin (0bpaTtuTte
BHMMaHMe, YTO pa3pelleHne Ha T 6yaeT npeaocTaBieHo TOSIbKO B C/ly4ae OpraHMYeCcKoM naToaormm).

O HasHayeHHass cybcTtaHuuss (TECTOCTEPOH U XOPUMOHMYECKUA TOHAaAOTPOMWUH 3anpelleHbl), YyKasaTtb
A03MPOBKY, YacTOTy WU CNOCO6 MpUMEHEHMS

[ | MNMnaH ne4yeHns n KOHTPOS

O [lokasaTenbCTBa KOHTPOJS/HabnoaeHns 3a CHOPTCMEHOM KBalM@UUMPOBAHHbIM BpayoM B Mepuosa

neyeHuna

O Pe3ynbTatbl ANAarHOCTUYECKUX nccnenaoBaHU AO0JHKHDbI BKJIIOYATb KOMUMK:

JNabopaTtopHble TecTbl (HaTowak Ao 10 YyacoB yTpa, HE MEHEE ABYX aHa/IM30B B TEYEHME 4-X Heaenb C
WHTEpBAJIOM He MeHee 1 Hepenn Mexay WCCNefOoBaHMSMW): KOHUEHTpaums obliero TecToCTepoHa,
NIOTENHU3NPYIOLWEro ropMoHa, GONINKYIOCTUMYINPYIOLWLEr0 FOpMOHa, r1obynnHa, CBSA3bIBAOLLEro
nonosblie ropmoHbl (FCIIN) - B nnasme KpoBwu.

U | BononHuTenbHas uHdopMmaums, BKaIOYan:

OO0 | AHanus cnepMbl, BKIOYAs COAEPXAHME CNeEPMaToO30MA0B, eCNM UMeoTCS NpobnemMbl € PePTUILHOCTLIO

O NHrMbuH B (koraa npeanonaraeTrcs BPOXKAEHHbIN M30MPOBAHHbIA MMNOrOHAaA0TPOMHbINA FTMNOrOHaAN3M
WU KOHCTUTYLMOHaNbHasa 3aepixKa nosioBOro Co3peBaHus)

O MPT runodwusa ¢ KOHTpacToM un 6e3; TecTbl GYHKLMOHaNAbHOIO0 COCTOSHUSA rnnodusa (Mo NoKasaHusaM) -

HanpuMep, ypoBeHb KOpTU30a yTpoM, TecT ctumynsauum AKTE, TTI, ceo6oaHbIn T4, NponakTuH




,El,pyrme ANarHoCTn4yeckume TeCTtbl 414 BbldBIEHUA OpraHMHeCKOﬁ 3TWNOSIoOrMM BTOPUYHOIO rmnoroHagn3ma

(HanpuMep, NPONAaKTUH, UCCEA0BaHMS XXene3a U FreHETUYECKOEe WUCCNeaoBaHUE Ha HacneaCTBEHHbIN
reMoxpomMaTos)

CkaHupoBaHue Dexa, no nokasaHuaM
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F'MNnoroHagmMsM y My>KUuH

3anpeuieHHble cybCTaHUmmu: TeCTOCTEPOH, XY

1. MeamunHcKoe CcOCTOsiIHMe

fMnoroHaguaM y MyX4YMH — 3TO K/JAMHUYECKMA CUMHOPOM, BO3HMKAWOWMWIA B pe3synbraTe
HeAOoCTaTOYHON NpPOoAYKUMW TeCTUKynaMu TecTocTepoHa (aHAporeHHass HeAOCTaTOYHOCTb) M B
HEKOTOpbIX CNyyassx B pe3ynbTate 6ecnnogus BCAeACTBME MaTONIOMMYECKUX HapyLUeHUMn
(CTPYKTYpPHbIX, TeHeTU4Yeckux) Ha YpoBHe rurnotanaMmo-rmnodusapHo-roHagHon ocu. [se
pa3Hble, HO B3aMMOCBSA3aHHble PYHKUMK An4deKk - cTepoungoreHes (Mpou3BOACTBO TECTOCTEPOHA)
N cnepMaToreHes MoryT 6bITb HapyLweHbl HE3aBUCMMO ApYr OT Apyra.

B JAaHHOM [OKYyMeHTe OCHOBHOE BHWMaHWe YyaendeTcd OopraHM4yeckoMy runoroHagusmy c
HeAOCTaTOYHOCTbID TeCcTocTepoHa. Hu3Koe coaepXXaHue UMPKYIMPYIOWEro TecToCTepoHa 6e3
SIBHOM NaTO/IOrMYeCcKomn NnpUynHbLI B 4dHHOM KOHTEKCTE HE CHUTAETCA TMNOroHaan3Mmom.

Pa3speweHnsa Ha TepaneBTUYECKOE WCMONb30BaHWE Mpu aeduunTe aHAPOreHoB (TEeCTOCTEpOHa)
HEe [AO0NXHbl BblAaBaTbCA JKeHWWHaM. [Ona CNOpTCMEHOB-TPAHCreHAEpPOB, MOXanymncra,
03HaKoMbTecb € PykoBoacTBOM «CHOPTCMEHbI-TpaHCreHAepbI».

2. OunarHocrtuka
a. dtmonorus

PasznunualoT nepBMYHbLIA TUMOrOHAAM3M, CBSA3@HHbLIN C HEAOCTAaTOYHOM YHKUMEN TeCTUKyn wu
BTOPUYHbINA, CBS3@HHbLIA C TUNOTONAMO-TUNOMPU3APHON HEeAOCTAaTOYHOCTbID WM CcoyeTaHue
NEPBUYHOIO U BTOPUYHOro. ITmonorna geduunta TECTOCTEPOHA MOXET UMETb OpraHWYecKumn
XapaKTep, Korga MMEeKTCsS NaTosiorMvyeckne M3MeHeHUs B CTPYKType opraHa uau reHeTnyeckue
HapylweHns Ha YypoBHe runotanamo-runodmsapHo-roHagHOM ocu. HuskMin  ypoBeHb
LMPKYNMPYIOLLEro TeCTOCTEPOHA MOXET HOCUTb (DYHKLUMOHAsNbHbIA XapaKTep, Korga OTCyTCTBYOT
BUAMMbIE MATOIOMMYECKME U3MEHEHUSI B CTPYKTYpe runoTanaMmo-rmnodumsapHO-roHagHoOn ocu.
OpraHmyecknin rmMnoroHagusMm oO6blYHO ASUTENbHBIM WAWM  MNOCTOSIHHBLIM, B TO BpeMs Kak
(YHKLUMOHANbHOE CHMXXEHWE YPOBHS LUMPKYIMPYIOWEro TeCToCTeEpOHa SIBASETCS MOTEeHUWasbHO
obpaTuMbIM.

PaspeweHne Ha TW p[OOMKHO nNpefocTaBnsATbCA TOMbKO B OTHOLWEHWUM runoroHagmsma
opraHu4yeckom aTuosiormm. PaspelueHne Ha TU He JOJIKHO MpeaoCTaB/IATbCsA B OTHOLUEHUMU
aHAPOreHHOM HeAoCTaTOYHOCTU B CBSI3U C (PYHKLUMOHANbHLIMU HapYyLUEHUSIMA.

OpraHnyeckune npuYnHbl runoroHagnsma (Cm. 6onee noapobHbI cNUcokK B MNMpunoxeHnn A).

1. MepBUYHbIA OpraHNMYECKUi TrMNOroHaanu3sM ModkeT 6biTb CBAA3aH C:

FeHeTnyeckMMm aHoMannaMm

AHOManNuaMM pasBuTUSA

[BYCTOPOHHEN TpaBMOWN SAMYEK

[JBYCTOPOHHUI NepekpyT Anyek

[JBYCTOPOHHSAA OPXM3KTOMUS

Opxut

O4HOCTOPOHHSASA OpPXMIKTOMUS, MNpM  KOTOPOM OCTaBLUeecs SWYKO MNOosay4vusno
opraHumyeckoe nospexaeHue (HanpuMep, nyyesas Tepanus Uan XxMMuotepanus),
8. PaanoakTUBHbIM NevyeHneM nam xmMmmotepanmen.

NoUu A wWN =
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HacTosiliee pyKOBOACTBO NepecMaTpUBaETCs €XEeroAHo, YTobbl ONpeaenuTb, CO3A4alT NN U3MEHEHUS 3anpeLieHHOro CNmucka Wnmn HOoBbIX MEAULMHCKUX MPaKTUK
WAW CTaHAApTOB HEO6XO0AMMOCTb BHECEHUSI U3MEHEHWIH B AOKYMeHT. ECv B nmpouecce 3TOro eXerofHoro nepecMotpa 6bi10 peleHo He BHOCUTb U3MEHEHWI, B
cune ocTaeTcs Tekyluas Bepcus.
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2. BTOpM‘-IHaiI opraHnyeckas HeaoCTaToO4YHOCTb aHAPOreHoB MOXXeT 6bITb CBAA3aHa C:

1. FeHeTMYeCckUMM aHOManMaMu rmnodusa n runoTanamyca;

Onyxonamu runodusa uam runotanamyca;

3. Opyrumu aHaTOMMYECKNUMH (CTPYKTYpHbIMK), LECTPYKTUBHbIMU Z
NHDUNBTPATMBHbBIMU HapPYLUEHUAMU rMnodusa unm runoTtanamyca.

N

3. OpraHumueckme pedcdekTbl B MexaHuU3Max AEeACTBUS WAM BbipaboTke aHApPOreHoB
(HapyweHus nonoBoro pa3zsutusa (46, Xy DSD))

a. 46, XY DSD u3-3a gedekToB peLenTtopoB aHAPOreHOB, KOTOPbIE BapbUPYIOTCA OT MY>XUUH
C MNOMHON He4YyBCTBUTENbHOCTbID K aHaporeHam (complete androgen insensitivity (CAIS)),
paHee M3BeCTHas KakK TeCTUKynspHasa deMuHusaums), KoTopble MMeKT NOYTU HOPMasibHbIN
XEHCKUN (eHOoTMN, A0 MYXYMH C JIerkol He4yyBCTBUTENbHOCTbD K aHaporeHam (mild
androgen insensitivity (MAIS)), kKoTopble MMEKT MOYTM HOPMAsbHbIA MYXCKON eHoTuUn.
CVMHAPOM 4YacTU4YHOM aHApOreHHor HedyBcTBUTENnbHOCTM (partial androgen insensitivity
syndrome (PAIS)) MMeeT NnpOMEXYTOYHbLIA YpPOBEHb aHAPOreHHOMW YyBCTBUTENIbHOCTU W
KIIMHUYECKN beHoTumn.

6. 46, XY DSD n3-3a aeduuymnTta 5a-penykTassbl (5ARD?2) nnu 17B-
rmapokcuctepongaerngporerasnsl tmna 3 (17HSD3) y My>X4YMH (FreHEeTMYEeCKKN), NMeKLWwmnx npu
POXAEHNMN HEOAHO3HAYHbIE FEHUTANUN.

4. KOHCTUTYLMOHaJ/IbHaA 3aAep)XKa MoJIoBOro cospeBaHUsA paccMaTpuBaeTcs kak ocobas
KaTeropus, Tak Kak MoxeT 6biTb BblAAHO pa3pelleHne Ha TU ans nedyeHus TeCTOCTEPOHOM Aaxe
€ecnu nNpuynHa MoxeT 6bITb BpeMeHHOM 1 obpaTtumon (cMm. Pasgen 8 mn MpunoxeHune A).

DPYHKLNOHAJIbHbIE NMPUYNHBI HU3KOIr0 YPOBHSA UNPKYJINPYIOUWEro TeCTOCTEPOHa

DTOT Cnucok npeacrasndeT Hanbonee 4acro BCTpe4alwmneca CoCTodHnA U MOXET 6bITb He
MOJTHbIM.

TN He [AosmkHbI 6bITb 0406pPEHbI B C/lydae HU3KOIro ypoOBHSI TECTOCTEPOHA BC/Ie4CTBUE
YHKLMOHAIbHBIX HapyLUEHWHA.

1.Cnyuyam HU3KOro ypoBHSAl TECTOCTEPOHA BcneacTeme (pyHKUMOHaNbHbIX NMPUYMH MOryT
6bITb CBSI3aHHBbI C:

1. TspkenbliM NCUXONOrM4eCcKMM/3MOUNOHASIbHBIM CTPECCOM;
OxunpeHuem (III nnn IV creneHn no knaccudukaumm BO3 ¢ MHOAEKCOM MaccChbl Tena

(UMT) >30)
3. CrapeHune
4. HeneuyeHbiM 06CTPYKTUBHbLIM anHO3 CHa

5. YpesmepHbIMM TpeHMpOBKaMW, HepoegaHueMm/AeduVUNTOM MNUTAHMSA, HapyLleHueMm
MUTaHUS, OTHOCUTENbHBbIM AednuntoM aHeprumn B cnopte (RED-S)

6. Ncnonb3oBaHWEM HEKOTOPbIX MeAWKaMEeHTOB, TaKMX KakK onuvouAabl, aHApOreHsbl,
HaTypasibHble UIN CUHTETUYECKNE aHAPOreHbl, BKIOYasa CTEPOUAHbIE U HECTEPOUAHbIE
(SARM) aHApoOreHbl, aHanoru roHagoTPOMUH-PUNIN3NHI FTOPMOHA, TTIOKOKOPTUKOUABI,
NPOrecTuHbl, 3CTPOreHbl, N1eKapCTBEHHO-UHAYLUMPOBaHHAsA rnMneprposiakTMHeMnUs

7. XpoHuyeckume cucteMHble 3aboneBaHusa (Mo4vedyHas, rMedyeHO4YHas, Jiero4yHas,
cepaedyHass HeAOCTAaTOYHOCTb, CaxapHbii auabeT, 3n0KadecTBEHHble OMyXosu,
BocnanuTenbHble 3aboneBaHus cyctaBoB, BUY-uHdbekumsa, 6onesHb KpoHa,
HacneacTBeHHble 3aboneBaHns obMeHa BeLlecTs)

© BAZA - BceMypHas aHTMAOMNWHIroBas nporpamma
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8. Ankoronmsm

2. Bapm(ouene He AB/ifdeTcsa anI'-IVIHOﬁ OpraHM4YeckKoro rmnoroHagan3dma m He ABNsAeTCcsA
npunemMjieMbiM ANarHo3om Aansa TWU ana nedveHus TECTOCTEPOHOM.

3. AHaponay3a/no3aHMA rMNOroHaAu3M He SABAAETCA MPUEM/IEMbIM AMarHosoMm ans TU B
OTHOLUEHUN rMnoroHaam3ma.

a. MeaMumMHCKasa oLleHKa

Onsa 3anpoca Ha TU HeobxoaMma nonHasa MeguMUMHCKAs OUeHKa; pa3speweHue Ha TU 6ypert
npenocTaBfieHO fMWb B TOM cnydyae, ecnu 6yaeT nNpoAEeMOHCTpUpoOBaHa 4eTkas KapTuHa
rmnoroHagusma c aeduuMTOM TecToCcTepoHa (T.e. OpraHM4Yeckom 3TMonormun). B 3TOM KOHTeEKCTe
HU3KUI YPOBEHb LUMPKYNMPYHOLLEro TecTocTepoHa 6e3 sIBHOW NaTONOrM4YecKOM MpPUYMHBLI He
ABMIAETCA OCHOBaHMEM [Ana BblAayM paspeleHus Ha TepaneBTU4YecKkoe UCnofb30oBaHue
TeCcToCcTepoHa.

3anpoc Ha TW pomkeH BKAOYaTb Cneaylowyl MHGopMauuio, KoTopasi npeaocTaBnseTcs B
AHTUAOMMHIOBY0 opraHusaumio (AAO). daHHasa uHdopMauua Ao/KHa 6biTb MpenocTaBieHa B
¢opMe 3akntoueHnss oT nevawiero Bpada (NpeanoyTUTENbHO cneunanncTa — sHAOKPUHoOora nnm
aHgponora). MHdopmauns aomkHa BKAOYATb creaytowme AaHHble: AaTbl 06cneaoBaHWin, Konuu
[AaHHbIX NabopaTopHbIX aHanun3oB (C pedepeHCHbIMU AManasoHaMy 3HAYEeHWUIt) U pe3ysibTaToB
TecToB. Ecnv peduumt TecTocTepoHa WMeEeT HATPOreHHoe npoucxoxaeHne (OpXMIKTOMUS,
onepauuu runodmsa, pagmorepanust UM XMMMoTepanusa), To AOKHbI BblTb NpeAcTaBfeHbl BCe
AeTanun AnarHosa 1 ieyeHusl, BKa4das otyeT 06 onepaumsix.

OueHka geduumTa TECTOCTEPOHA, €C/IN HE YKA3aHHO MHOE, AOJ/HKHA BK/IOYaTh:

1. Wctopusa 6onesnu:

a. HactynneHve wn anHamMuka ny6epTaTHOro nepuvoda - HEMNoSIHOe WM 3adepXkKa
CeKcyasibHOro pasBuTUs
b. Imbngo n udactota cekcyaslbHOM aKTUBHOCTU - AJIMTENIbHOCTb CYLIECTBOBaHUS M

TSXeCTb NobbIX Npobnem

Dpekumsa u/vnn aakynaums

MpwunnBbl, NOTINBOCTb

BonesHn auuek: KpUNTOpxXn3M, NEPEKPYT WU TPpaBMbl ANYEK

Cepbe3Hble YepernHo-MO3roBbie TpaBMbl

Opxut

HacnencrBeHHas NCTopus 3a4€epXKK NMosIoOBOro co3peBaHus uan 6ecnnoaus
Hecneundunyeckme cMMnToMbl — CNabocTb, MOAABMAEHHOCTb HACTPOEHWUS, AUCTUMUS,
naoxass KOHLUEHTpauusi, HapylleHWne CHa WM COHNMBOCTb, YMEPEHHass aHeMus,
CHM)KEHWE MbILLIEYHON MAcChbl U CUAbl, OXXUPEHNE N BbICOKUI MHAEKC MaccChbl Tena

j. JlekapcTBeHHble nMpenapaTbl, HanpMMep, npenapaTbl 4ns 60pbbbl C akHe.

S@ ™o oo

2. NccnepoBaHMa Takxe A0/IKHbI BKAOYaTb:

Hanunune yrpeson cbinn (ocobeHHO B obnactm TynosuLla)

Hanwnune nnm oTcyTCTBME TMMHEKOMACTUN

OBonoceHuve (B NOAMbILLIEYHON N B TOBKOBOWN 30HE),

B) O6beM sAMYeK, M3MEpeHHblA C MOMOLWbI OpXMAOMETpa WAN YAbTpa3ByKa
(aHOManbHbIA <15 Mn)

r) Poct n Bec - NHaekc Maccobl Tena

A) MblweyHoe pa3BUTMeE N MbllLEeYHbIN TOHYC.

Q00 oo

N}
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3. JlabopaTopHble  MUCCNeAoBaHWS,  AEMOHCTPUPYIOLLME  MOCTOSIHHYIO  KOHLEHTpauuio
TECTOCTEPOHA, AOHKHbI 6bITh NPeAOCTaBNEeHbl BMECTE C 3anpocoM Ha TU, Bktoyas:

AHanns Ha o6WMIA TECTOCTEPOH B CbIBOPOTKE KPOBU, KOTOPbIM HEO6X0OAMMO B3ATb A0
10.00, v aHanuM3 Ha NIOTEMHU3UPYHOLWMA FTOPMOH B CbIBOPOTKE, B3ATblii ABa)kAbl B
TeueHue 4-X HeAenbHOro nepuvoaa, C NMPoMEXXyTKOM MMHMMYM OfHa Heaens Mexay
ABYMS1 aHaNIn3aMm.

O6LWnin TeCTOCTEPOH B CbIBOPOTKE — @aHasnM3, UCNOMb3YOLWMNI TOYHbIA U HAAEXHbIA MeToA
JII' B cbiBOpOTKE

OCI B CbIBOpOTKE

FCAr (rnobynuH, cBA3bIBaOWMIA NOSOBbIE FOPMOHbI) B CbIBOPOTKE

AW

UccnepoBaHus, BbINOJZIHAEMbIE NMPU HaIN4uYmmn NoKa3aHMWI:

1. AHanmM3 CEeMEeHHOM >XWAKOCTU C KOJIMYECTBOM CMNepMaTo30oMaoB, WX MNOABMXKHOCTU U
Mopdonornm, ecnu cylectsyet npobnema deptunbHocTn. Heobxoammo npoBecTn Kak MUHUMYM
ABa aHanu3a cnepMbl, KOTOpble AO/MKHbI 6bITb BbIMOMHEHbI M MPOaHaN3NPOBaHbl B COOTBETCTBUMA
¢ PykosoacteoM BO3 no aHanusy cnepmsil.

2. CkaHupoBaHue DEXA (peHTreHonornyeckmin Meto JAMarHoCTMKKM OCTeonoposa), ecnu
TpebyeTcs.

3. WHrMbuH B npu paccMOTpeHun BPOXAEHHOro W30/MPOBAHHOIO [MMNOrOHaAOTPOMHOro
rMnoroHagn3Ma uan KOHCTUTYLIMOHAaIbHON 3a4EePXXKN NON0OBOro CO3peBaHums.

CB060AHbIN TECTOCTEPOH

MoxeT ObITb npeacTaBneH YypoBeHb CBOHBOAHOMO TeCTOCTEPOHA, W3MEPEHHbIA METOoAOM
pPaBHOBECHOro JAuManmsa C 4YeTKO YCTaHOBJIEHHbIM pedepeHCcHbIM Auana3oHoM. O6partute
BHMUMaHWEe, 4YTO pacyeT cBOHOAHOrO TECTOCTEPOHA Ha OCHOBE APYrMX NepeMeHHbIX (TeCTOCTEPOH
B CbiBOpoTKe KpoBu, [CII) He saBNseTCA AOCTOBEPHLIM MAM MNpPUEMAEMbIM aHaNUTUYECKUM
nokasartenem. [IpsiMble aHanM3bl Ha OCHOBE aHanoros cBob6OAHOrO TecTOCTEPOHa He
ponyckatTcsa. PaspeweHne Ha TU He 6yaeTr npenocTtaB/eHO TOSIbKO M3-3@ HU3KOrO YPOBHS
€cB060AHOr0 TECTOCTEPOHA.

CnopTtcMeHbl, Yy)Xe MNpuHMMalowme npenapatbl TECTOCTEpPOHAa, Mnepea uccrieaoBaHMEM
OOMKHbI MPEeKpaTUTb MX MPUEM B TEYEHWE COOTBETCTBYIOLLErO Nepuofa BpeMeHW, Ans Toro
ytobbl MOXHO 6bUIO MpPaBUIbHO OUEHUTb MOTpebHOCTb B TECTOCTEPOHE BCNeacTBue
OpraHW4yeckom npupoabl rmnoroHagmama. OXxmaaemo, 4YTO 3SHAOrEHHblE YPOBHM TECTOCTEPOHA
6yAyT KpaTKOBPEMEHHO HM3KMMKM B TMepuog Ccpasy nocse nMpeKkpaweHUss 3K30reHHOro
NCNoNb30BaHUA TeCcToCcTepoHa. Mepen TeCTMpoBaHMEM A0IKEH cobntoaaTbCs rpaduk BbiBEAEHMUS,
npeacTaBfieHHbI B NpuaoXeHnn B 4tobbl nepesarpy3nTb paboTy runoTanamo-rmnodumsapHo-
rOHagHOWM OcCMw.

TecT Ha cy6¢cTaHUMM BO BpeMa o6cneaoBaHMa Ha NMNOroHaagnusm

AOO MoxeT O6biTb 3anpoweH W OpraHu3oBaH aHaaM3 MOUYM WM CbIBOPOTKM KPOBU Ha
3anpeuleHHble cybcTtaHumu.

Mpun amarHose Bpo>xAeHHOro (M30JIMPOBAaHHOI0) rMMNOroHagoTPONHOro rMnoroHagMaMa:

1. MPT runodwusa (KoHTpacTHoe n 06bl4HOE)
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2. TecTbl (dyHKUMM runodusa, 4YToObl MCKAKYUTL FUAOMUTYUTaApPM3M, rAe 3TO MNOKasaHo -
HanpuMmep, YTPEHHW KopTM3o0sa, TecT ctumynsaumn AKTE, TUPEeoCTUMYAUPYIOWMNIA TFOPMOH,
cBob6oaHbIN T4, nponakTnH, NOP-1.

3. [pyrve AaunarHoctMyeckume TecTbl AN BbISIBNEHUS  OpraHM4Yeckon 3TUOMorMKM  Npwm
rMnoroHaaMsMe (HanpuMmep, KapwoTum, OLEHKY O6OHSIHUS, uccneaoBaHue xenesa (NpoueHT
HacbIWeHNsa TpaHcdepprHa xenesom), reHeTMyeckme TecTbl Ha HacNeACTBEHHbI FEMOXPOMATO3)

4. [oKyMeHTauus, Ucko4atollas nobble NoTeHuManbHble MYHKLMOHANbHbIE NPUYMHBI HU3KOIO
YPOBHS TECTOCTEPOHA U FOHAAOTPOMNUHOB.

3. JleueHune

a. HauMeHoBaHMA 3anpeLweHHbIX cy6cTaHui

TecToCTePOH UM XOPUOHUYECKUIA rOHaAo0TPOoMNMH Yenoseka (XM4)
6. Cnoco6 npumeHeHunn/osnpoBka/Yacrora

JleyeHne c nomowbio 0A0BpPEHHbIX JleKapCTBEHHbIX (OpM TecTtocTepoHa wam XIMY (ecnm vy
CNOpTCMEHa [AOKYMEHTaNbHO YCTAaHOBJEH BTOPUYHbLIA TMNOrOHaAM3M, U OH XENaeT WMETb
pebeHka). PaspelwleHbl TOMbKO MNpenapaTtbl U pPeXuMbl A03MPOBaHWUS, oA0b6peHHbie opraHammu
rocyapCTBEHHOro perysimpoBaHnsa U KOHTPOSS.

e TeCcToCTepoH MOXET BBOAUTLCS C MOMOLWbK perynspHbIX BHYTPUMbIWEYHbIX WUHBEKLUNA.
JleyeHne [OMKHO OTCNEXMBATLCA MEAMUMHCKMM  paboTHMKOM WM AOCTYMHO  ANs
OTCNEeXMBaHUA C LleNblo KOHTpoNs B noboe BpeMs. Kak npaBmio, TECTOCTEPOH BBOAWUTCS
WHBEKUMOHHO (BHYTPUMbILLEYHO WM NOAKOXHO) no 100 mr kaxayt Hepento, nnbo no
150-200 ™Mr kaxgble gBe Hegenu. Ecin HasHadaeTcss WMHBEKUMOHHbLIA TeCcToCTepoOHa
yHAeKkaHoaT (BHYTPUMbILWEYHO), CTaHAapTHas Ao3npoBka cocTtasnset 750 Mr kaxable 10
Hegenb (CLUA) nnm 1000 mr kaxable 12 Hegenb (OCTanbHOW MUP), NpU 3TOM MHTEpBasbl
A03UPOBaHNA MOryT 6bITb M3MEHEHbl B COOTBETCTBMM C OMNTUMasbHOM WHAMBUAYANbHOM
Aosnposkor. OnpegeneHne onTUManAbHOro MHTEpPBana Mexay MHbeKuuMsMu AOoMYyCTUMO B
3aBMCMMOCTU OT KJIMHMYECKOrO OTBeTa M KOHUEHTpauun TecTocTepoHa (BMeCTe C YPOBHEM
JIC n1 ©CI B CbIBOPOTKE KPOBM MNpW NEPBUYHOM FMMOrOHaAM3ME), HO UHTEpBasbl Mexay
WHBbEKUMAMM TeCcToCTepoHa YyHAEeKaHoaTa AO/MKHbl 6blTb He uvawe 8 wvnu 12 Hepgenb
COOTBETCTBEHHO. bosiee yacTble MHbEKLUMWN A0XKHbI 6bITb 060CHOBaHbI AOKa3aTeibCTBaMM
HeageKBaTHOCTM CTaHAApPTHOro rpaduka MHBbEKUUMA M ONTUMANbHOM WHAMBUAYANbHOMN
AO3MPOBKOM Ha OCHOBaHMW YPOBHS TeCTOCTepOHa B KpPOBWM C COOTBETCTBYHOLWMMU
CMMNTOMaTU4YECKUMN 3 deKkTamm.

e TeCcToCTepoH TakKXe MOXHO BBOAWTb C MOMOLbK TpaHCAEepPMasbHOro NAacTbips, Kpema,
rens wanM nocboHa. [nacTblpb C TECTOCTEPOHOM, KpeM, reflb WAM JIOCbOH WMeEetoT
eXeaHEBHbIN pexuM A03UMPOBKM. Takxke BO3MOXEH npueM Tabnetok TecTocTepoHa U
Ha3anbHOro cnpes ABaxAbl B AEHb.

e TectocTepoH MOXeT O6biTb BBEAEH MepopanbHO C MOMOLbK Mpernapata TecToCTepoH
YHAEKaHoaT B HamnOJHEHHbIX MacnoM Kamncynax, obbldHO ABa WiaM Tpu pas3a B AEHb BO
BpeMsa eabl. 17a-MeTUNTEeCTOCTEepPOH SABASEeTCSA renaTtoTOKCUYHbIM M He  AO/DKEH
NCNO/b30BaTbCS.

e XOpPUOHMYECKMA  TrOHadoTponuH 4enoseka (XMY) MoXeT WUCNOAb30BaTbCA AN
CTUMYNIMPOBaHUS  BblpaboTKM CEeMEHHOM XMAKOCTM Yy  6ecrnnogHbiX MYyXYMH C
HeAOoCTaTOYHOCTbD FOHAAOTPOMMHOB (BTOPUYHbLIA FMNOFOHAAM3M) C WCNOAb30BaHWEM B
aosnposke 1000-2000 ME BHyTpuMbiwe4Ho (XY, BblaeneHHbld M3 Mo4um) 2-3 pasa B
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Hefento MKr 250MKr (pekoMbuHaHTHbIN XIY) B Mecsal B pa3AesnieHHbIX HeAefbHbIX A03aX
TeEMKU, Y KOro eCcTb HeobXxoAMMOCTb 3adaTb pebeHka. HeKOoTOpbIM MyX4YMHAM MOryT
noHagobuTbcs 6onee BbICOKME A03bl ANA TOro, 4Tobbl Nogaepxmeatb dusnonornyeckme
YpOBHU TectocTepoHa. OCI, npu HeobXx0AMMOCTM, He sBAsSeTcsa 3anpeLieHHOMN
cybcTraHumen.

B. KOHTpOJZ1b AO3UPOBKU

MpenapaT MHBEKLUMOHHOIO TECTOCTEPOHA, AO3MPOBKA U BpeMSA npeabiayLlero nedyeHus, a takxe
AaHHble O BblAAHHbIX peuenTax U MU3MEHEHMUSX A03MPOBKWU AO/MKHbI 6bITb 3adUKCUpPOBaHbI U
npeacrtasnensl B AAO.

[o3npoBKa M 4yacToTa MCNOMb30BaHUA AO/MKHbI ObITb OnpeaenieHbl NeyalmnM SHAOKPUHOMNOIoM C
MCNONb30BaHUEM CTaHOApTHbIX CXEeM J[03upoBaHusa. [Ona  MHBEKUMOHHOro TeCcToCTepoHa
[031MpOBKa MOXeT KOHTPOSIMPOBATbCS MO YPOBHIO TECTOCTEPOHA B CbIBOPOTKE KpoBW (BO BpeMs
cneayroller 3annaHMpoBaHHON MHBbEKLMN).

TecToCTepoH B BuAe TpaHcAepMallbHbIX I'IJ'IaCTprevl, renen unu pacTBOpOB  MOXHO
KOHTPOJZINpOBaTb C MNOMOLWbI YPOBHA TECTOCTEPOHA B CbIBOPOTKE KPOBU B noboe BpeMA.

XI'Y cnepyeT KOHTPONMpPOBATb C MOMOLLbIO YPOBHSA TECTOCTEPOHA B CbIBOPOTKE KpoBU. [Jo3mpoBKa
MU Ccpokun neveHnda XY AomxHbI 6bITb 3aCbI/1KCMpOBaHbI n npu HeobxoanmocTu npeacrtaBieHbl Ang
eXerogHoro 063opa nnn ana USMeEHEHUA AO3NPOBKW.

Jliobble M3MeHeHMsa npenapaTta, AO03WPOBKM WAN CXEMbl Jie4eHUsl TecTocTepoHoM unu XY
AOKHbI 6bITb 0406pEHbI aHTUAOMMHIOBOM OpraHM3aumen.

Mcnonb3oBaHne TecTtocTepoHa uam XY ceBepx TepaneBTUYECKOW A03bl NpuMBeAEeT K TOMY, 4TO
pa3spelleHne Ha TWU nepecTaHeT AeNCTBOBaATb, W CMOPTCMEH MOXET CTaTb O6BEKTOM HapylUeHUs
AHTMAOMUHIOBbLIX NpaBul.

r. Ipoao/IHKUTENLHOCTb J1IeYeHUnA

JleueHre MOXeT NMpoAonKAaTbCA Ha MPOTSHXKEHMM BCEW XWU3HU, HO AO/KEH 6biTb MpeaocTaB/ieH
exerogHbln 0630p [Ao0Ka3aTeNnbCTB XOPOLWO KOHTpo/MpyeMol Tepanun. [lpenocTaBnieHHble
NevyalimMMm BpayoM AoKasaTeNbCTBa AO/MKHbI BK/IKOYATL XYpHanbl NMpMeEMa npenapaTos, XypHasbl
MHBbEKLUUI W anTeyHble 3anucu, [OO03MPOBKY W CPOKW JleYeHUs, a TaKXe perynsipHoe
nccnenoBaHMe YPOBHEN TECTOCTEPOHA B CbIBOPOTKE KPOBMU.

4. Apyrve He3anpeueHHble aJibTepHAaTUBHbIE METOoAbl JIeUeHUs
Ecnu avarHos noaTBepXAeH, TO anbTepHAaTMBHONO MeToAda JleYeHUs He3arpeleHHbIMU
Cy6CTaHUMAMN HE CyLLEecTBYET.

5. MocnepcTBusa ana 3aopoBbs, €CNn He obecneunBaeTcsa nevyeHme

HepopasButble NoaoBble opraHbl (40 HACTynJIEHUS MNOA0BOW 3pesiocTn), MbiwedHas cnaboctb,
0CTEONopo3, CHWXEeHWe nnbuao, cekcyanbHas AUCHYHKUMS (MMMOTEHUMS WM 3PEKTUbHas
ancdhdyHkums), becnnogue.

6. KoHTponb nneyeHuns

Heob6xoauMbl perynsipHble BU3UTbl K Bpayy, 4YTo6bl (PMKCUPOBATb B AOKYMEHTaUWUWU yJyudlleHue
KIMHWUYECKMX  MPOSIB/IEHUIA  @HAPOr€HHOW  HeAoCTaTOUYHOCTM B pe3ysbTaTe  JieyeHus
TecTtocTepoHoM. CNOpPTCMEH HeceT OTBETCTBEHHOCTb 3a BeAeHWe MOJIHOMO ydeTa TeCTOCTEpPOHa,
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HasHa4yeHHoro 4519 nNpueMa nepopasibHO, B BUAE TpaHCAepMasibHOro nNNacTbips, Kpema, rens uim
NOCbOHA, a TakXke 3a JaTy, A03MPOBKY U MMS MeAUMUMHCKOro paboTHWKa, OCYyLLeCTBASLWero
BBeJeHue MHbeKUMUI TectoctepoHa unm XI4Y. Kpome TOro, Heo6xoAuMMO perynspHoO npoBoOAUTb
aHann3 CbIBOPOTKM KPOBU B COOTBETCTBUW C MNpeanuvcaHUsiMM 3HAOKPUHOJIOra CROpTCMEeHa Unu
Nevaulero Bpaya (He pexe 1-2 pa3 B ro) M 4YeTKO yKasblBaTb CBA3b CO CPOKaMU WMHBbEKUWUI
(NnpeanoyTuUTENbHEE NPU MUHUMANIBHOW OCTATOYHOM KOHUEHTPALUUN) MU NPUMEHEHUS rens.

7. Cpok pecteua TU n pekoMeHAyeMbIW NpoLecc nepecMoTpa

MakcuManbHas MpoOAO/IKUTENBHOCTb pa3peLleHnss BO BCEX C/lyyasix COCTaBnseT Ao 4 nerT.
E>xerogHo CnopTCMeH AO/HKEH NPefoCTaBNsATb AaHHbIE MO YPOBHIO TECTOCTEPOHA M KOHTPOJIO 3a
CMMMNTOMaMM MNpu Xopowo noao6paHHON A03MpoBKe. [OoSKHbl 6biTb MpeAoCTaB/eHbl KOMUK
MEeOAMUMHCKUX 3amnucell O MOCELLEHMSX Jlevallero Bpada, nabopaTopHble OTYETbl MO YPOBHIO
TEeCTOCTEepOHa B CbIBOPOTKE KpPOBM (C AaTaMu U CPOKaMK), COMpOBOXAALIMECH NMpeanMCcaHUaMn
ANS NepopanbHbIX, TPaHCAEePManbHbIX UKW ByKKanbHbIX NpenapaToB, AO3MPOBKaMW, AaTaMu
MMEHaMM MEAMLMHCKOro nepcoHana, OCYLLECTBASIOWEr0 MHbEKUMW TecTocTepoHa unm XIy.
MoxeT noTpeboBaTbCqd KOHCyNbTauus ApPyroro He3aBMCMMOro cneuuanucrta no Mepe
Heo6X0AMMOCTU. 3anncu B UCTOPUSX BONIE3HM O MPUYMHE CMeHbl [03MPOBKW TECTOCTEPOHA, a
TaKXXe Mo YypOBHSIM TECTOCTEPOHA A0 W MOC/e CMEHbI AO3UPOBKU, AO/IXKHbI 6biTb MPeAOCTaB/EHbI
BMECTe C OTUYETOM MNepes TeM, Kak U3MEHUTb A03MPOBKY. AHTUAOMNUHIOBAs OpraHM3aumns A0/KHA
yTBEpAUTb Ntobble N3MEHEHWS B J03MPOBKE TECTOCTEPOHA Mn XIY.

B cnyyae mMonoporo crioptcMeHa C 3a4epXXKOM MOsIOBOr0 CO3peBaHMusl, 3ak/oueHus neguatpa u
SHAOKPUHONOra AO/DKHbI MOATBEPAMTL AMArHO3 U HEOH6X0AMMOCTb BPEMEHHOro (npeaBapuTenbHO
YCTaHOBNEHHOW (DUKCUPOBAHHOW MNPOAO/HKUTENBHOCTMN) NeYeHns TeCTOCTEPOHOM, noasexallero
NOBTOPEHMIO MNOC/AEe aHaaM3a pe3y/ibTaToB M COXpaHsalowencs HeobxoanMoCcTn fnedveHus
TECTOCTEPOHOM. DTO AO/HKHO COMPOBOXAATbCS 3aKJIIOYEHUEM COOTBETCTBYIOLLErNrO KIMHUYECKOro
obcnenoBaHunsa, BKJOYasa onpegeneHve cragum TaHHepa. PaspeweHue Bcerga AOMKHO 6bIThb
BblJAHO Ha CPOK He 6onee o4HOro roaa.

8. ipyrme Heo6xoaMMbIe NpeaocTepeXXeHuns

YunTbiBasi NoTeHUMa bHble MPOTUBOPEUMS, CBSA3aHHbIE C pa3pelleHmneM Ha TU ans TeCcToCTepoHa,
HaCTOATENIbHO PEKOMEHAYEeTCS MHEHME HEe3aBMCMMOro 3HAOKPUMHOJSIOra C OMbiTOM paboTbl B
AHAPONOTUU WU MYXCKOW penpoayKTUBHOW SHAOKPUHOMNOMUN.

TecTtocTepoH MOXeT 6bITb HasHa4YeH CropTCMeHy-TpaHcreHaepy (M3 XEHWMWHbI B MYXYMHY) C
NCNOSIb30BaHMEM TeX Xe CTaHAapTHbIX A03, KOTOpble OMWCaHbl B HacTosLWeM AOKyMeHTe. CM.
Takxe PykoBoacTso ans spaden no T «CnopTCMEHbI-TpaHCreHaepbi».
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Mpuno>xeHune A
F'mnoroHaaunsm

JaHHbI cnMCcoK sBnsieTcs PENPE3EHTATUBHbIM ANA HabnoagaeMbix YCHOBMVI N MOXeT O6bITb He
MOJIHbIM.

nepBM‘-IHbIVI rMnoroHagnMsM MoiXkeTt 6biITb CBfi3aH C:

1. l'eHeTUYECKNMN aHOMANUAMU
a. CnHapom KnanHdenbsTepa 1 ero BapumaHTbl (Hanp. 47, XYY/46,XY)
6. AucreHeTnyeckme nNpuUYmHbI.
B. MMoToHM4Yeckaa ancrtpodus;
2. AHOManuu pas3suTus
a. Kpuntopxu3sm
6. BpoxxaeHHbIN aHOPXU3M;
3. Npsamasg TpaBMa anyeK, ABYXCTOPOHHSAS OPXUIKTOMUSA, NepeKPYT AMuKa;
4. OpxuT — TSXeNbIA ABYCTOPOHHUI € nocneaytowen atpoduren amyek Npm napoTute Mnm Apyrmx
MHdeKUmMax;
5. PaanoakTuBHOE fieveHne nnm xmMmoTepanusl.
6. 46, XY DSD n3-3a gecdektoB B BUOCMHTE3E TECTOCTEPOHA;
7. OedekTbl peuentopos LH/hCG.

BTOpM'-IHbIﬁ rMnoroHaansM MoxeT ObiTb CBSI3aH C:

1. F'eHeTUYeCKMMKN aHOManmMaMu rmnodunsa n rmnoTasamyca
a. BpoxpaeHHbIn W30/NMPOBaAHHbLIM MMMNOrOHAAOTPOMHLIA TMNOroOHaaAn3M, BkAo4as CuHApPOM
KannmaHa
b. BpoXAeHHbI M30AMPOBAHHbLIN AedDULNT NIOTENHU3MPYIOLLEro FrOpMOHa
C. BpoxaeHHble pgedekTbl runodwusa, Bbi3blBaOWME CNOXHbIE BPOXAEHHbIE CUHAPOMbI
MHOX>XECTBEHHOMN rOpMOHasIbHON HeAO0CTaTOYHOCTU rMnodusa.
2. Onyxonu rmnodusa wuam rmnotanamyca
a. ApeHoMbl rmnodusa, BKIYas NponakTMHOMBI
b. KpaHunodapuHrnoma
4. CMHAPOMbI, CBA3aHHbIE C NMeperpy3Kon Kenesom
a. [eHeTnyeckunii nan TpaHC@y3NOHHbIN FreMoOXpoMaTo3
b. MemornobuHonaTtum
i. beTta-Tanaccemus
ii. CeprnoBnAHO-KNETOYHAsa aHEMUA.
5. CTpyKTypHble, AECTPYKTUBHbIE U MHDUABTPATUBHbIE HapyLWeHnsa rmnodusa uam rmnotanaMyca
a. Xupyprusa vnu pagmotepanus npu onyxonsax rmnodusa
b. AHoManuu pas3sBuTUs, NHPEKUNSA LEHTPASIbHOW HEPBHOW CUCTEMBI
c. paHynemaTo3Hble 3aboseBaHus
d. JlumdouuTtapHbie rmnodusnTeol.
6. AHaToMunyeckme ocobeHHoCTM rmnodmsa nnm rmnoTanamyca
a. PacceueHune/ncceuenmne crebnga rmnodusa
b. Nmnodunsskrtomus
c. 'mnodwusapHo-rmnotanammyeckas 6onesHb
d. Tspkenoe v NOBTOpPHOE TpaBMaTMYeCcKoe MoBpeXAeHMe rosioBHOro Mo3ra, Bbi3blBatollee
AnchyHKumo rmnodmsa.
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7. TWNOroHagoTPOnHbIA MMNOroHaAN3M, COYETAKLWMNCS C HeAOCTAaTOYHOCTbIO HAaAnMo4Ye4yHUKOB
(x-cuenneHHasa runonsasus).

OpraHuueckme pedekTbl B MexXaHM3ME [EeNCTBUA WM BbipaboTke aHApPOreHoB
(HapyweHus nonoBoro pazsutusa (46, Xy DSD))

1. 46, XY DSD n3-3a aedeKkToB peLenTopoB aHAPOreHOB, KOTOPble BapbUPYHOTCA OT MYXUMH
C NOJIHOW HEeYYBCTBUTENBHOCTbIO K aHaporeHam (complete androgen insensitivity (CAIS)), paHee
M3BeCTHas KaK TeCTUKYnsapHas (eMumHu3aumsa), KoTopble UMEKT MOYTU HOPMasbHbIA YKEHCKUMN
deHoTMN, [0 MYX4YMH C JIerkOM He4vyyBCTBUTENbHOCTbIO K aHaporeHam (mild androgen
insensitivity (MAIS)), KoTopble WMEKT MNOYTM HOPManbHbIN MyXCKON deHoTun. CUHAPOM
YACTMYHOM aHApPOreHHOM HedyBCTBUTENbHOCTKU (partial androgen insensitivity syndrome (PAIS))
MMEET MPOMEXYTOUHbIA YPOBEHb AHAPOreHHOM 4YYBCTBUTENIbHOCTM W KAWMHUYECKUA (EHOTUN.
YpoBeHb TECTOCTEPOHA B CbIBOPOTKE KPOBU MOXET 6bITb HOPMasbHbIM, @ YpoBeHb JII MoXeT 6bITb
NOBbILUIEHHbIM

2. 46, XY DSD n3-3a aeduumnTta 5a-peaykTasebl (5ARD?2) nnu 17B-
rmapokcucteponanernaporerassl tmna 3 (17HSD3) y MyXuuH (reHeTUyecku), MMeloWwmx npu
POXAEHNMN HeoAHO3Ha4Hble FeHUTaANUM U KOTOpble MOryT BOCMUTbLIBATbCSA, KaK AEBOYKW, HO B
nepuvos nOJIOBOrO CO3pPEeBaHMS Yy HUX Pa3BUBAETCA MYXCKOW coMaTuU4yeckuii deHotun ¢
HOPMasnbHbIM MYXCKMM AMana3OHOM YPOBHEN TeCTOCTEPOHaA.

KoHcTUTyuMOHaNbHasA 3ajlep>KKa MOJIOBOr0 CO3peBaHMUs SBASETCS 0cobol KaTeropuen.
KOHCTUTYUMOHanbHas 3agepXXKa MOoJSIOBOr0 pa3BUTUA He SIBASIeTCA MOCTOSAHHbIM COCTOSIHMEM,
XOTSl B HEM MOXET MPUCYTCTBOBaTb FEHETUYECKUA KOMMOHEHT. TU aomkHo 6biTb 0a0bpeHo ans
3TOr0 COCTOSIHMSA, KaK MpearnuMcaHo 3HAOKPUMHOMOMOM MNM nMeamaTpoM, HO JledeHue He AO0MKHO
NPOAOIKATLCA NOC/e NOSIOBOr0 CO3peBaHMUS.

CnopTcMeHbl-TpaHcreHaepbl (M3 XXEHLWMHbl B MYXUYMHY) SBASIKOTCS elle oaHol ocobol
KaTeropuem nm Moryt nonyymtb paspelleHme Ha TU ana nevyeHns L03aMU TECTOCTepoHa (HO He
XI'4), kak ykasaHo Bbiwe. CM. Takxe PykoBoactBo «CnopTCMeHbI-TpaHCreHaepbl»

MavonaTuyeckKMih rMnNoroHaAoTponHblii runoroHaamsm (IHH) wuvHorga nyTawT C
M30J/IMPOBAHHbIM UMOroHaAOTPOMNHbLIM FUMNOroHaAM3MOM. TepMUH <«U30/IMPOBAHHbIN
navonaTMyeckMim  rMnNOroHagoTPOMNHbIM  FMNOrOHaAM3M»  —  CTapbli  TEPMUH,  KOTOPbIN
oxapaKTepusoBan psh FreHeTUYecKMX HapyleHun, Beaylwmx K AeduumTy roHagpoTponuHa W
OTCYTCTBMIO MNOJSIOBOIO CO3peBaHMs B CBA3M C NaHrMMNONUTYUTapuU3MOM.

B HacToswee BpeMs OH Ha3blBaeTCAd BPOXAEHHbIM TMMOrOHAAOTPOMHbLIM FUMOrOHaAM3MOM,
06yCnOBNEHHbIM OpraHN4YeCcKMMU HapyLIeHUSMU, M MNO3TOMY MOXET CNYXWUTb OCHOBaHWeM A
Bblgauun paspeweHnsa Ha TU.

ManonaTtnyeckmimi runoroHagoTPONHbIA FMMNOroHagn3M, 3TO TEPMUH, KOTOPbIN BKAKOYaeT B cebs
BPOXAEHHbIN (M30/IMPOBAHHbIN) TMNOrOHAaAOTPOMNHbIM MMNOroHaaM3M, HO MUCNO/b3YEeTCS WWpe B
KayectBe ob6obuwatowero TepMMHa, BKJO4Yalowero  pasnundHble  npuobpeTteHHble  (He
reHeTnyeckne) (PpyHKUMOHAJIbHbIE HapylweHus (Hanpumep, oOXupeHue, 3aboneBaHus
CepAevyHO-COCYANCTON  CUCTEMbI, Aenpeccuio, WCMNoSb30BaHME ONuaTtoB WM  3K30reHHbIX
aHOpPOreHoOB, MepeTpeHUMpPOBaHHOCTbL W T.A.), KOTOpble COMYTCTBYIOT HWU3KOMY YPOBHIO
LMPKYIMpPYOLLEro TeCTocTepoHa. Mamonatnyecknii rmnoroHaaoTpOnHbIA TMMOrOHAAN3M SBNSETCS
HernpuemsieMbiM ANarHO30M Ans 3anpoca Ha TW.
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MpunoxxeHue b

Tem CNoOpTCMEHAM, KOTOpblE MPUHUMaNNU TECTOCTEPOH ANA NeyvYeHuna rmnoroHagnsmMa BCeaAcTBue
NPpUYNH opraHN4YeCcKoro Xxapakrtepa, A0 noga4un 3aaBKUN Ha TW, MmoxeT I'IOTpE6OBaTbC$| NpeKpaTnTb

npueM npenapata Ha ONpeAesieHHbI Mepuoa BPEMEHM,

yTob6bI

OLLeHUTb,

ecTb M ewe

Heob6XxoaAnMMOCTb B €ro Mcnonb3oBaHuK. IdTa Tabnuua nepmnoaoB BbiBEAEHUNA MOMOXET ONPEAENNTD
nepmog BpeMeHuM, B TE4EHNE KOTOPOIro FMI'IOTaJ'IaMO-FMI'IOd)M3apH0-FOHaLI,Haﬂ OCb BOCCTAHOBUTCA
rnocne rnpuMeHeHna 3K30MreHHOro TectoctepoHa. [na Tex, KTo UCMonb3yeT 6bonee BbICOKHUE, 4YEM
CTaHAapTHbIE, A03bl B TEYEHNE ANUTENIBHOIO BpEMEHU, NEPUNO BbIBEAEHUA MNMpeENapaTta U NOJIHOIro
BOCCTAHOBIEHUS OCN MOXET 6bITb Honee MpOoAO/IXKXUTENIbHbIM.

Ta6nnua BbiBegeHus

MpenapaTt n cnocob6 BBegeHus

Mepuvon

AHanus Mouu

AHanusbl kposu JII,

BbiBeaeHusa' (aHTMAONMHI) ®DCrI, TecTtoCcTEpoH
TpaHcaepManbHbIN TECTOCTEPOH | 2 Heaenm B Hayane | KoHey  BbiBeAeHUs (2
(nnacTelpb C TECTOCTEPOHOM, refb BbiBEAEHNSA Hepens) 7 MOBTOPHO
WUKN KpeMm) Mexay 3-4 Hegensamm
(0 Hepens)
MepopanbHO (TecTtocTepoH | 2 Hepgenun B Havane | KoHeu BbiBegeHus (2
yHAEeKaHoaT) unn 6yKKanbHbIn MeTos BblBEAEHMUS Hepens) " MOBTOPHO
BBeAeHus Mexay 3-4 Hegensamum
(0 Hepeng)
TecToCTepoH cpegHen AauTenbHOCTU | 8 Heaenb Bo Bpems 0 Hegenu | MepBbin  aHanma Ha 8
MnyTeM BHYTPUMbILWEYHbIX WHBbEKLMUN nstoc OAVH | Hepene, 7 3aTtem
(TecTocTepoH 3HaHTaT, TeCTOCTEPOH Cny4aniHbli TeCT | MOBTOPHO ApPYromM aHanus
LUMMNMOHAT UM CMeLUaHHble 3upbl) Mexay 3-7 | B TeyeHue cnegyowmnx 4
Heaensamu Hedenb, Kak MWHUMYM C
pasHuuen B Hepenwo
TecToCTepoH ANUTENBHOIO AENCTBUSA | 26 Hepenb Bo Bpems O Hegenu | MepBbIn  aHanm3s Ha 26
NnyTeM BHYTPUMbILLEYHbIX WHBEKLMUN nstoc ABa | Hepjene, 1 3aTteM Apyrown
(TecTtocTepoH yHAeKaHoaT) Cny4yalHbIX TecTa | aHanus B TeyeHune
mexay 3 wn 25| cnegywowmx 4  Hegens,
HeaensmMu Kak MUHUMYM C pasHuLen
B Heaeso
panynbl TecTocTtepoHa, | 40 Hepenb Bo Bpemsa 0 Hegenu | MepBbii aHanu3 Ha 40

MMMNJTaHTUpPpyEMbIE MOAKOXXHO

nalcC ABa UAu Tpu
CNy4yalHbIX TecTta B
nepuvon mexay 8-
38 Hepaenamm

Hepene, VU 3aTeM Apyrom
aHanus B TeyeHune
cnepgywowmnx 4  Hepenb,
KaK MUHUMYM C pasHuLEN
B Heaentwo

! B TeueHne nepvoaa BbIBEAEHUS, TECTUPOBAHWE C LEMbIO MPEeAOTBPALUEHMS [afibHENLLEro
NCMNoNb30BaHNSA MNPOAYKTOB TECTOCTEPOHA WM €Ero aHasioroB WMMEET pellatollee 3HadeHue,
rapaHTUpys cob/loAeHNEe pexuMa rnepepbiBa B NPUMEHEHUN.
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