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HOBAS KITACCUN®UKALINA SABOINEBAHNN,
CBASAHHbIX C HAPYLWUEHVEM ®OPMWNPOBAHWA
[MOJ1A. OBCY>XOEHVE MEXXOYHAPOOHOIO
KOHCEHCYCA IO NePECMOTPY
TEPMNNHOJ10I I N KITACCUPUKALN

FTEPMAO®POONTUNIMA
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OIrY SHOOKPUHONOrMYECKUIM Hay4YHbIN LEeHTPp PocMenTexHoormm

(onp. — akagemuk PAH n PAMH V.W. Oepno.)

HapyweHre dopmMmmnpoBaHus mnofa — COCTOsHME,
CBA3AHHOE C KIMMHUKO-B6UOXMMUYECKUM MPOABIEHNEM
HECOOTBETCTBUS MEXXAY MEHETUYECKUM, MOHaAHbIM W
deHOoTUNNYECKMM MonoM pebeHka. TpaguunoHHO ans
OrnMcaHnsa JaHHOro COCTOSIHUA MCMOSb3yeTca TEPMUH
«repMadpognTn3M».

B 6wonorvv nopg repmadpoAnTU3MOM MOHUMAaKOT
OAHOBPEMEHHOE WM rocfiegoBaTefibHOe Hanuuue
MY>XCKUX U >XEHCKUX MOSIOBbIX MPU3HAKOB U pernpo-
OYKTUBHbBIX OpraHoB Yy pasferibHOMosbIX OpraHn3MoB.
Pasnu4yaloT ecTecTBeHHbI repmadopoanTnam, npu-
CyLUM pas3fMyHbiM BUAOAM >XUBOTHbLIX U pPacTeHUn, u
aHoMarbHbIM  (MaToONoOrn4ecKkun) repmadopoanTram,
BCTPEYaroLWMNCa y pa3gesibHOMOMbIX XUBOTHbLIX. Tep-
MWH «repMadopoanTruam» NnponaoLlesn oT CAUAHUA UMeH
OBYX rpedeckux 6oros — epmec (Hermes, 60r My><-
CKOW CUIbl N CEeKCyasilbHOCTU — COCTaBHOW 4YacTu ero
60>KecTBEHHbIX KayecTB) N Adopoauta (Afrodite, 6ornHa
>KEHCKOW KpacoTbl, JTIO6BU U CEKCyarlbHOCTM). TaK Kak
npun poXxxgeHun pebeHka ¢ HenpasuilbHbIM CTPOEHUEM
Hapy>XHbIX MOMOBbIX OPraHoB MOJSIOBYIO MpUHaONex-
HOCTb 6€e3 AOOMNONHUTENbHbIX UCCeaoBaHun onpene-
NNTb CIOXKHO, 3TOT TEPMUH Tak>Xe cTanu NpPUMeHATb
NS OnNMCaHUa AaHHOro KIIMHUYECKOro COCTOSIHUA B
MeanunHe, nogyepkuBas HeomnpenesieHHOCTb, OBOWC-
TBEHHOCTb nona. pun knaccudukauymm repmadponm-
TU3Ma OPUEHTUPOBASINCb HA KapMOTWM naymeHTa: npu
KapnoTtune 46XX COCTOAHME pacLeHMBanocCh Kak »XeH-
CKU repmadopoguTnuam, npu Kapmotune 46XY — Kak
MY>XCKOW repmadopoguTram, Npu 06HapYy>KeHnn roHag
o60ero nonay ogHoOro nauneHTa — Kak UCTUHHbIN rep-
Madppogmtmam. OgHako B mocnegHee BpeMsa AaHHas
Knaccuunkauma nepecrana ygosneTBopsaTb Kak nauu-
E€HTOB, TaK 1 Bpa4ewn.

C oOHOW CTOPOHbI, aKTMBHOE WCMOMb3oBaHWe Tep-
MUHa «repMadpoanTU3M» BHE MEAULMHCKUX KPYroB
MPUBENO K HapYLUEHUIO KOHUAEHUManLHOCT 60res-
HW MaumeHTa M 4acTbiM HEMpaBUlbHbIM UHTEpMpeTa-
UMSM OnarHosa B OKPY)XKEHUW nauueHTa. PoxxpeHue
pe6eHKa C HernpaBuibHbIM CTPOEHUEM HapPY>XKHbIX Mo-
MNOBbIX OPraHOB ABMAETCH TAXKENbIM MNCUXOMNOrMUYECKNM
CTPEeccoM [Ans CeMbM Marbillia, HeM36eXXHO BriedeT 3a

cobon counanbHble NpPo6nembl ANs POACTBEHHWKOB,
M cyliecTByoWwasa TEPMUHOMONMA LaHHOrO COCTOAHUSA
(repmadppoanTnam, repmacdpoanT), TONLKO yCcyry6ns-
eT Mncuxonornyecknn guckomdopTt B cembe [1, 2]. C
OPYrOW CTOPOHBI, MOCSIe TOro Kak MexaHu3Mbl pas3Bu-
TUS TEX UITN UHbIX 3a60NeBaHNn TOYHO YCTaHOBIEHbI U
COBPEMEHHbIE BO3MO>XHOCTU YTOYHSAOLEN OUarHocTu-
KW MO3BONAIOT yCTaHaBnMBaTb HO30MOrM4Yeckuin guna-
rHO3, BO3HWUKIIA HEOOXOOAMMOCTb U3MEHEHWUS Kraccu-
hrkaumn ana 6onee NOSIHOroO OTo6parkeHUsa Npupoabl
BO3HUMKLUErO COCTOAHMA [3, 4].

B cBasu ¢ atum B 2006 r. Ha OPraHM30BaHHOW COB-
MeCTHO EBponenckmm m AMEPUKaAHCKMM O6LlecTBamMm
OETCKUX 9HOOKPUHOMOrOB MEXXAYHapOaHOW KOHAbEPEH-
UMK, NOCBALWEHHOW Npo6nemMam HapyLleHWA MofoBOro
pas3BuTUSA, 6bISIN MEPECMOTPEHbl paHee CyLlecTBOBaB-
e nofoXeHusa. PaboTa aKcnepToB 3aBeplunrachb
MPUHATUEM KOHCEHCYyCca No NepecMoTpy TEPMUHOSIOr N
1 Krnaccudgukaumu repmadcdpogntmnama [5-7]. Mpeano-
>KEHO 3aMEeHUTb KakK caM TEPMUH «repMadopoanTu3m»,
3ByYalli OCKOPOUTENbHO O/1A NaunMeHTOB, Tak U yKa-
3aHMe B [[uarHo3e MoJIoBOW MPUHAANIEXXHOCTU, T.e.
MY>XCKOW WU >XKEHCKUN repmadopoanTtnam. PeKomeH-
0OBaHO uUcnonb3oBaHMe TepmumHa «sex differentiation
disorder» (SDD), B pyCCKOM BapuaHTe — «HapyLlleHune
dopmupoBanusa nona» (HPOI).

Taknm obpazoM, HOI — oTO BpOXXOEHHOE COCTOA-
HMe, OB6YCNOBMEHHOE XPOMOCOMHbIM, FOHaAHbIM UIN
comMaTu4ecKMM HapyLleHnem hopMmMpoBaHmMsa nona.

N3meHeHns HOMeHKnaTypbl

CTtapas TepMmHOorus HoBas TepmumHonorus

HapyLuieHne doopmmpoBaHus

lepmadbpogmTam nona
My>KCKo repmMacppoanTnaM,

HenonHas MacKynmH13aums H®IT 46 XY
2KeHckuin repmadopoanTn3Mm, H®M 46 XX

Bpunnnsauns

VICTUHHBIN repmadopoanTnam

OBoTecTukynapHoe HOIM

XY-KeHLWmHa

MonHbIN roHagHbIN AUCreHes,
46 XY

XX-My>X4nHa

46XX — TecTukynapHoe HOM
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HAnckyccmnoHHble paboTbli

B KOHCeHcyce nogyepkuBaeTcsl, YTO COBpPeMeHHas
Knaccudumkauma gornKHa oTparkaTb reHEeTUYECKNIA Non
pebeHKa, MONEKYNAPHO-TEHETUYECKYIO 3TUOMOrnK C
YTOYHEHNEM PEHOTUNNYECKON BapuabenbHoCTU, a
TakK)XKe OCTaBfIAiTb BOSMOXXHOCTb BHECEHUSA N3MEHEHUN
1 po6aBrieHna HO3o1ornyeckmnx opm. B To xe Bpems
OHa [OoJKHa 6bITb AOCTYMHOW MOHUMaHMIO NaumeHToB
M HE BbI3bIBaTb MNCUXOMOrMYECKNN QUCKOMAOPT.

C y4eToM TOro, 4Yto (Kak y>Ke yrnomMmmHarnocCb paHee)
B OCHOBE HapyLleHnn oopMUpPOBaHMA nona MoryT rne-
>KaTb KakK XPOMOCOMHbIE aHOMaru, Tak 1 He CBA3aHHbIe
C N3MEHEHNSMU XPOMOCOMHOIro Habopa HapyLleHusd, B
HOBOW Knaccudomkaumm npegnaraeTca pasgerieHme Ha
3 6onbWwme rpynnbl: XxpoMocomMHoe HDIM, HOM 46XY un
H®M 46XX, Ka>xkgasa N3 KOTOPbIX BKIOYAET OTAENbHbIE
HO30rmormyeckre opmebil.

Ooé6wune npyuHUMNbI ANarHOCTUKMU
N NeYeHUsa HapyweHnn nosioBon
aAnddepeHUNpOBKU

CornacHo NpUHATOMY KOHCEHCYCY, BeAeHNe nayneH-
TOB ¢ HOI gOnKHO oTBeYaTb CreayrowmMm KpUTepusam:

— MNacrnopTHbIN MO HOBOPOXXAEHHOIO OOJKEH 6bITb
YCTaHOBMIEH TOMbKO MOCME KOHCyfbTauum co creuma-
NTMCTOM B OaHHOM 06nacTu 1 NPOBeAEHNN HEO6XOONMO-
ro OOMOJSIHUTENbHOro o6cnegoBaHns;

— o6cnegoBaHve U HabngeHne nauneHToB SOSK-
HO MPOXOAUTb B LIEHTpax, MMerLWmnx crneymanncTos B
pasHbix o6nacTax (ypornor, 9HOOKPWHOMON, XWpypr,
ncuxonor v T.4.) [8—10];

— COo6ntofgeHMe MNOJSTHOM KOHMMAEHUManbHOCTU W
COOGMIOAEHVE YBaXKEHUS U 3aluTbl NpaB nauneHTa u
ero cembn. PekoMmeHgyeTcs o6s3aTenbHOe pasbAcHe-
HMEe Npo6neMbl HapyLlleHUa opMUPOBaHUA Mofa po-
OUTENSM C MPUBMEYEHNEM UX K MPUHATUIO PELLUEHUA O
Bblbope nona pebeHka. becenbl ¢ pogutensamm pebeH-
Ka MMEetoT 60MbLUOE 3HAYEHNE: HEOBXOAMMO OO BACHUTbL
€ro NosiHOLEHHOCTb B 6yAyLleM KaK JIMYHOCTU U BO3-
MO>XXHOCTU afjeKkBaTHOW agantauum B O6LlECTBE.

Mpepnnaraeman HoBaa kKnaccudpukauma
XpomocomMHoe HDI H®PMN 46XY

45 X (cnHpgpowm LLepelueBckoro-
TepHepa v ero BapumaHThbl)

47, XXY (cuHpgpom KrnanHdenbtepa
M ero BapuaHThbl)

45,X/46,XY
46,XX/46,XY (cMmellaHHaa oBoTec-
TUKynapHas coopma HDIT)

* nedekT StAR

dopmbl

HapylieHna passnutma audek:
* yycTaa gucreHesns andek
* CMellaHHasa AUCreHesus anyek

* perpeccus roHag (CMHgpom py-
OVMEHTapPHbIX ANYeK)

* CUHOPOM PE3NUCTEHTHOCTU K aH-
AporeHam — rosiHasa 1 HernosnHas

* gedpekT peuenTopa K J1I

OedeKT aHTUMIOSIIEPOBOIro rMOPMOo-
Ha (AMI) unu peuenTtopa K AMI

Anroputm o6criegoBaHnsa 60sIbHbIX

OndbdbepeHumnanbHyto gumarHoctnky HOPM Heobxo-
OVIMO HaunHaTb He3amMennMTEenbHO NP OBHapy>XeHUn
crnepyowmnx N3MEHEHUI B CTPOEHUN Hapy>XHbIX MOJSi0-
BbIX OpraHoB, HE3aBUCKMO OT BOo3pacTa pebeHka:

* )KEHCKMNE Hapy>XHble NOJSI0BbIE OPraHbl C rMnepTpo-
dhren knnTopa B COYETaHUN C HaCTUYHbIM CpacTaHnem
60/bLWUX MOMOBbLIX Y6 UMK NanbnMpyeMbiX 06bEMHbIX
o6pas3oBaHui B NaxoBom o6nacTtu nMM60o B NMOSIOBLIX Iy-
6ax;

* Hapy>XHble MY>XCKME MOJSIOBble OpraHbl C OABYCTO-
POHHUM KPUMNTOPXM3MOM B COYETAHUU C MUKPOMEHU-
COM, M30NMPOBaAHHON MOLLUOHOYHOW rurocrnaguen unu
no6asa doopma rurnocnagum B codeTaHum ¢ OBYCTOPOH-
HUM KPUNTOPXMU3MOM;

¢ CMewaHHOe unn HeonpepesieHHoe CTpoeHune Ha-
PY>XXHbIX MOJTOBbIX OPraHoB;

* CEMENHbIE CryYaun TECTUKYNAPHON doeMUHN3aLnu;

* HeCoOoTBeTCTBME MeXOQy BHELWHUM CTpOoeHMeM Ha-
PY>XXHbIX MOJIOBbIX OPraHoB N KapnoTUMOM.

Ha nepBbix aTanax ob6cnegosaHnsa pebeHka npuHUn-
nrManbHO BaXkKeH NpaBUNbHbIN C60P aHaMHe3a XXU3HU U
3aboneBaHusa pebeHka, BKo4Yas yCTaHOBIEHNE POAC-
TBEHHbIX CBA3EN B CEMbE 1 HANN4YMUA NOOOBHOM NaTosfo-
ru y POACTBEHHUKOB, Tak Kak pag doopm HDIM vmetroT
HacneaCcTBEHHbIM XapakTep nepefadu 3a6ofieBaHus.
Ba>kHO NMOMHUTbL O BO3MOXXHOM BJIMSHUMN NIEKAPCTBEH-
HbIX NpenapaToB, NMPUHMMAaEMbIX MaTepbio BO BPEMSA
6€epEMEHHOCTI.

HecmoTpsa Ha To, 4To 60nbwMHCTBO chopm HPIT gua-
rHOCTUPYIOTCA B HEOHaTanbHOM nepuoae, nogo3peHve
Ha H®I mHorga mMoXeT BO3HUKHYTb M B nepuon mno-
NOBOro co3peBaHna pebeHKa, B CBA3U C OTCYTCTBMEM
hopMUpOBaHNA BTOPUYHBLIX MOSIOBbLIX MPU3HAKOB, Nep-
BUYHOW aMeHOopeen, BUpUnmsaumnein y eBo4YeK 1 passum-
TUEM MOMOYHbIX XKene3 U NoaBfieHNEM LUKIUYECKNX
MEHCTPYarbHOMOAOGHbIX BbIGENEHNN Y MalbYNKOB.

H®M 46XX

HapylweHusa passnutna AUMYHUKOB:
* ANCreHesua roHag

* TecTukynsapHoe HOI

* OBOTECTUKYNApHOE HOI

36bITOK aHOPOreHOB:
* gedpeKkT 21-rngpokcumnasbl

HapyweHusa 6nocuHTesa u gemnc- * nedoekT 11B-rngpokcunassi
TBUSA aHOPOreHoB:

* gedbekT 17p-HSD

* gedpeKT 5[]-penykKTasbl

* nedoekt POR

* cpeTonnaueHTapHoe HPI (gedu-
UMT apomaTasbl)

* MmatepuHckoe HDI (noTeoma,
npuem neKapCTBEHHbIX Npenapa-
TOB)
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AnNroputMm anarHoCTUKM

K coxaneHuto, cyllecTByloWwmne anroputmbel 06-
cnepoBaHus 60MbHbIX HE MOryT OblTb MPUMEHEHbI KO
BCEeMy MHoroo6pasuvto copm HODI. Hanpumep, WH-
TepnpeTtauma aaHHbiX Y3/ opraHoB manoro tasa Ho-
BOPOXXOEHHOro B 3HAYUTESNIbHOM CTEMNEHW 3aBUCUT OT
kBanndpukauymm cneymanucta. B kayecTBe BapmaHTa
HOPMbI paccmaTpmMBaeTCs OTCYTCTBME BU3yanusauunu
andHnkoB npun Y3 y gesodek B BogdpacTte 0-7 net
BCMEeOCTBNE UX ManeHbKoro pasmepa, Kak n fanvek y
MasibYMKOB C KPUMNTOPXM3MOM B MaxOBbIX KaHanax unm
GPIOLWHOM MOJSIOCTU, YTO CYLIECTBEHHO OorpaHm4ymBaeT
MHpopmaTmBHoCcTb Y3/ B KadecTBe MeToda AnarHoc-
TUKW. Bbi6Op OMarHoCTUYECKUX TECTOB WU rOpMOHasb-
HbIX MCCNEeOOBaHMN B 3HAYMUTENBHOW CTENEHWN onpefe-
naeTcHa BO3pacToM o6cnegyemMoro nauymeHTa. Bmecte ¢
TEM CYLLUECTBYIOT O6LME MPUHLMMNbI QUarHoOCTUYECKOro
noucka.

B nepByto odepenb — onpegerieHve kKapuoTuna,
VY3 manoro tasa n naxoBblx o6riacTen, onpegeneHve
3NeKTPONMTOB, TecTtocTepoHa, 17-OP, roHagoTponu-
HoB, AMI". B 3aBUCMMOCTU OT pe3yrbTaToB Uccrnegosa-
HUSA MEePBON NIMHUM NOOGUpParT AnarHoCTUYECKNE Tec-
Tbl: Npo6a C XOPUOHNYECKUM FOHaAoTPOMMHOM, npoba
C CUHaKTeHOM, OOMOSHUTESIbHbIE KOMMbIOTEPHAaA TO-
Morpadoua unnM MarHUTHO-pe30HaHCHas ToMorpadud
Manoro Tasa, Hagno4Ye4YHMKOB, MNaxoBbIX oO6iacTen,
6uoncusa nornosbix >xxenea [11].

Mpn poxxaeHun pebeHka ¢ HDIM guarHocTU4YecKkun
MONCK LOSKEH OblTb HayaT He3amennUTenbLHO C On-
peneneHns KapuoTtuna, Tak Kak panbHelwme aTarbl
o6crnefoBaHns U nevYeHns OCHOBaHbl MMEHHO Ha re-
HeTn4yeckoMm rnosfie pebeHka. OnpeperieHne MosioBOM
NPUHAANEXXHOCTU HOBOPOXXAEHHOIO C HernpaBUIlbHbIM
CTPOEHNEM HaPY>XXHbIX MOJTIOBbIX OPraHoB AN BHECEHNS
B CBMAETENbCTBO O POXXAEHUM (onpeaerieHme nacnop-
THOro nona) 6ygeT 3aBUCETb OT LEerioro psga dakTo-
POB: OCHOBHOIO fgMarHo3a, BHeLWHEro CTpoeHMs noso-
BbIX OPraHoB, BO3MO>XHOCTEN MPOBEAEHUA afjeKBaTHOMN
XUPYPrn4yeckom KOPPEKLNM HapPyKHbIX MOMOBbLIX opra-
HOB, y4YeTa HEOGXOANMOCTU MPOBELEHNS MOXKNIHEHHOMN
Tepanuu, a Takxe PeriMrmo3HbiX U KynbTypPHbIX Tpagu-
UM cembun. PekoMeHayeTcsa ycTaHaBnMBaTb XXEHCKUM
Mnon Npu POXXOEHWUM BCEM MNaUMEHTaM C BPOXXAEHHOM
OncoyHKUmMen Kopbl HagnodedHmkosB (BOKH) n kapu-
oTUNOM 46XX, HE3ABNUCKMO OT CTEMEHU BUPUNIM3aLNN
Hapy>XHbIX TMOJSIOBbIX OpPraHoB (B HacTosillee Bpems
>KEHCKM non yctaHaenueaeTcs B 90% cny4aes) [12],
M BCEM NauyneHTam C MofiHOWM dPOPMOIN TECTUKYAPHOWN
demnHnzauymm (kapuotmn 46XY) [13]. NayreHTOB C Ae-
dnuntom 5a-pepykTtasel n 17p-HSD, HezaBucUMO OT
CTerneHn PeMmMHMN3aUMN HapPy>KHbIX MOS0OBbIX OpPraHoB,
peKoMeHOyeTCs BOCMUTLIBATb B MY>XCKOM rosie. B Ha-
cTodlee BpemMa npumepHo 60% nayveHToB ¢ gedomnun-
TOM 50-pefgykTtasbl (kapuoTtun 46XY) perucTpupyroTca
B )KEHCKOM oJie npu poXKAeHWN, OOHAKO BblparkeHHas
BUpUNM3aumns B nyb6epTaTHbIM Nepnon NpuBOAUT K He-
06XOANMOCTM CMeHbl MacnoOPTHOroO nosa Ha MY>XCKOMN,
6o (Npn oTKase CMeHbI nona), BbINOMHEHVE roHago-
KTOMWUM C nocriegytollen noXXm3HeHHoOW 3amMecTUTENb-
HOW ropmoHanbHon Tepanuen (3IT) [14]. CoxpaHeHune
depTUNBHOCTM y NauneHToB ¢ aeduumtom Sa-penyk-
Tasbl TakXe saBnfeTcA oO60CHOBaHMEM [Ons Bbl6opa
MY>XCKOro nacnopTtHoro rnona [14-16].

Cpean nauneHToB C YaCTUYHOM He4YyBCTBUTENbHOC-
TblO K aHgporeHam, gedeKToM 6uocuHTe3a aHgpore-
HOB M 4YacTUYHOW AuCreHeauen roHag nodtn 25% He
YOOBETBOPEHbBI CBOMM NACMOPTHbLIM MOJSIOM, HE3aBUCK-
MO OT TOrO, B YKEHCKOM UJTN MY>KCKOM MOJie OHW BOCMU-
TbiBanuchb [17]. OnutenbHoe BpeMsA He cyuiecTtBoBaro
eOVHOro MHeHua o6 onpefenieHMn MoSsIoBOM npuHa-
OJTIEXKHOCTM MNaUMEHTOB C MUKPOMEHUCOM, OfHako B
HacTosilee BpemMa yumnTtbiBas nodytn 100% ynosneTso-
PEHHOCTb CBOWM MY>XCKWM MOSIOM U MOTEHUManbHyro
PEPTUNBHOCTL 3TUX NaUMEHTOB, NX OOHO3HAYHO PEKO-
MEeHAYIOT BOCNUTLIBATL B MY>XCKOM MacrnopTHOM rnose
[13]. Mpwn BbIGOPE Mona y MauneHTOB CO CMeLLUaHHOW
dopmoi gucreHesmn roHag HeEO6XOAWMMO Y4YUTbIBATb
CTerneHb BMpUIM3aunm Npu poXXOeHun (CTeneHb BHYT-
pPUYTPOBGHOrO aHOPOreHHOro BJIMAHKSA), COXPaHHOCTb
PYHKUMN AnYeK, CTEMNEHb Pa3BUTUS MOSIOBOro 4reHa,
nokanmaaumio an4yek.

Xupypru4yeckoe rie4eHue

Xvpyprunyeckas Koppekuus Hapy>KHbIX MOTOBbIX Op-
raHoB ABMSETCSH Ba)XHOW 4YacTbio NpaBUSibHOW aganTa-
unn pebeHka B Bbl6paHHOM nacrnopTHOM norse. Heob-
XOOAMMOCTb €€ MpoBefeHUs N O6bEM BMellaTenbcTBa
OOIMKEH pellaTbCs NMHAMBMAYaNbHO C y4YEeTOM UHTepe-
COB NaumeHTa, a He KBanudurkaymm xmpypra.

B HacTosduwee BpeMsa nepecMoTpeH B3rnsg Ha Heob6-
XOOAUMOCTb XUPYPrMYeCcKoro rie4eHusa y naumeHToB C
BOKH n kapuotmnom 46XX ¢ He3HaynTenbHOW cTtene-
Hbto kKnutopomeranun (Mpagep 2) [9]. MNpwu BbINonHe-
HUW ornepaunm Ha KInMTope XUpypr AOSIXKEeH CTPeMUTb-
CA K COXPaHEHUIO 3PEKTUSTIbHON (PYHKLMW, COXpaHsas
VHHEepBauuo Kmtopa B 60nblUer CTENEHU, YemM K
KOCMEeTUYEeCKOMY YycTpaHeHuto pgedpekTta. lMpw BOKH
npoBefeHne XMPYpPrm4ecKom KOppeKLUMM B NEPBLIN rofg
XKN3HU pebeHKa cumTaeTca 6oree npeanoyYTUTeNbHbIM
Kak ansa geten, Tak u gns nx pogutenen [18-20]. Peko-
MeHOauMmu o NpeanoYTUTENIbHOM MPOBEAEHUUN PaHHEN
NacTUKN Hapy>XHbIX MOSIOBbIX OpPraHoB Yy AEeBOYEK C
BOKH ocHoBaHbl Ha pekomMeHfaumax AMepUKaHCKOW
negnaTpuyeckon akagemum [21], npym cocTaBneHuUn Ko-
TOPbIX YYUTLIBANOCH MOSOXXUTENbHOE BIIUAHUE 3CTPO-
reHoB B NepBble MecsauUbl XXU3HU pebeHKa, yrydlleHune
B3aMMOOTHOLLUEHNA B CEMbE (4YTO OB6BACHAETCHA CHS-
TMeM doakTopa cTpecca — MYXXCKOro Tuna CTpOeHUs
Hapy>XHbIX MOSOBbLIX OPraHoB y AeBoYkyW). NpoBeneHmne
BarMHONacTuky, B OTCYTCTBME OOCTATOYHO COOPMU-
pOBaHHOrO BRarasula OCYLIEeCTBAETCH yXXe nocne
3aBepLUeHNs NorioBOro co3peBaHuns [22-24].

VY nayneHToB C CUHOPOMOM MOJSTHOW UK YaCTUYHOMN
dopMbl HEYYBCTBUTENBHOCTU K aHgporeHam [24, 25],
BOCMUTLIBAIOLWMXCHA B >XEHCKOM Mofe, ANYKM LOSIK-
Hbl 6bITb yAarneHbl B Nepuon yCTaHOBMEHUA auarHo3a
BO M36erXKaHue ManurHusauum B nyb6epTaTHbIM nepu-
od. CamblIl paHHUIA crnyYan ManurHmsauum sudka npu
CUHOPOME TECTUKYNAPHON doeMnHn3aumm onmcaH y
14-netHero nauymeHTta [25]. CoeQUHUTENBbHO-TKAHHbIE
TS>KM, O6Hapy>XMBaemMble BMECTO roHan y naunmeHToB
c kKapuoTtunom 46 XY 1y peHOTUNMYecKnx OeBovek
C Hanmuymem B Kapuotune Y-XpomMocoMbl (45X0/46XY
nnn 46XX/46XY u T.4.), AONIKHbI 6bITb Tak>Xe yaaneHbl
rnocrie yctaHoBlieHMsa guarHo3a. B cnydae pacnono-
XKEeHURA ANYEeK B MOLLUOHKE MpU OUCreHe3nn roHan nog-
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HAnckyccmnoHHble paboTbli

X0 OOMMKeH 6bITb MHAMBMAYAlbHbIM, TaK Kak Hapsgy
C BbICOKMM PUCKOM ManurH1u3aunm roHag coxpaHseTcs
WwaHc HopMarbHOro OyHKLMOHMPOBAHUA Anyek. Peko-
MEHAYTCA perynapHoe HabnogeHne ¢ NnpoeBegeHneM
6uoncum andka B NocTnyb6epTaTHbIN Nepuoa 1 npu o6-
Hapy>KeHUn Maneunwmx npuaHakos ManurHm3auymm —
coxpaHeHune crnepMbl B 6aHKe crepMbl nepes Hadvanom
nNpoBefeHns XuMmmoTepanum unuv fiy4eBor Tepanuu.

3amecTuTesNnibHaa Tepanus
nonoBbiMU cTepovaamMmm

MMnoroHagmnamMm Cry>XUT OCHOBHbIM MNPOSBIEHNEM
no6on M3 opM HapylleHus opMMPOBaHNS nona.
PeweHne Bonpoca o BbI6GOpe BpeEMEHW Havana MHOyK-
UMK MOSIOBOr0 pPas3BUTUA ABMAETCA UHOMBUOYANbHbLIM,
yynTbiBasa 3pPenocTb naumeHTa (Tak Kak Heob6xoanmo
perynapHo n gnutenbHoe BpemMsa NpuH1MMaTh npenapa-
Tbl). HasHaveHue 3T NO3BONAET UMUTUPOBATL Ha4arno
MOSI0OBOro CO3peBaHUsA, CTUMYNMPYS pasBuTme BTOPNY-
HbIX MOJSI0BbIX MPU3HAKOB, o6ecreymBaeT Nny6epTaTHbIN
CKa4yoK pocTa M onTuMarbHbI HA60pP KOCTHOM Macchl.
0na 0oCTUXXKEeHWs afjleKBaTHOM MacKyMHMU3aumm B Cry-
yae Bbl6Opa My»XCKOro nacrnopTHOro rnosfia B HacTosa-
uee BpeMs CyLEeCTBYIOT pasfnyHblie oopmbl aHOpO-
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