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3. T. KacaTkuHa

ONODPEPEHUMATIBHAA AVATHOCTUKA 1 BBIBEOP MACIOPTHOIO MOJA
Y BOJIbHbIX NOXHbIM MY>XCKUM NEPMA®POINTNIMOM

Kadheapa aHOOKPUHOMOMMN AETCKOro U nogpocTkoBoro Bospacta PMAIMO, MocksBa

Havnbonee akTyanbHOW npobremoin repmadposim-
T3Ma fABnseTcA npobnema peabunntaumm 60/1bHOrO ¢
LeNblo ero MakcMMalbHOM afanTauum B 06LLecTBe.
CNOXHOCTb CyLLeCcTBOBaHMS GO/IbHOrO repmadposm-
TU3MOM B 06LLECTBe 00YCNOB/eHa NpeXxaie BCero Tem
06CTOATENBLCTBOM, 4YTO BCE OCTa/lbHble NIOAN OYeHb
YeTKO PasfenisioTcs No NooBOMY NpK3HaKy. B cBs3m
C 3TVM HerpeMeHHbIM YC/IOBUEM YCMELLIHON peabuiu-
Taummn 601bHOTO SBNSETCA OMpeAeneHne y Hero B paH-
Hem BO3pacTe NMacropTHOro nosa, PopMrpoBaHue e-
HOTMMNa B COOTBETCTBUM C N36PaHHLIM MOOM U NOJIO-
BOr0 CaMOCO3HaHWUS, COOTBETCTBYHOLLErO 3TOMY (DEHO-
Tmny.

Mpy coBMOLEHUN 3TUX YCNOBMWIA YEIOBEK C UHTEp-
CEKCYa/lbHbIMW  TEHUTA/IMAIMW, KaK W BCe 3[0pPOBble
NOSN, OTHOCUT cebst K onpeseneHHOMY Nony W CTpouT
CBOV YKU3HEHHbIe MNaHbl B COOTBETCTBMMN C 3TUM MO-
Nnom. BOnbHOW, Yy KOTOPOro He OblIN NPOBefeHbl pea-
OUNNTALMOHHbIE MEPOMPUATUS, HE MOXET ObITb OTHe-
CeH K orpefesieHHOMY MOy W B CU/Y 3TOr0 CTaHOBUT-
ca u3roem obuiectsa. Hambonee CNOXHO pewwnTb 3Ty
3afjayy y 60MIbHbIX NTOXHBLIM MYXCKUM repmapposm-
™3MOM (JIMIT, CMHAPOM HernosIHOM MAacKy/IMHW3a-
umm). Tpexae Bcero aTo 06ycnoBeHo rem, 4to JIMI
AB/ISETCA YPe3BblYaiHO TreTeporeHHbIM COCTOSHUEM.
3T0 3HAYMTENBHO 3aTPYAHSET MPOLLECC YTOYHEHUS HO-
30/10rMYeckolri  (hopmbl 3aboneBaHusi, Bbl6opa Mac-
MOPTHOrO M0/a, CBOEBPEMEHHOIO MPOBELEHNS XUPYP-
FMYeCcKoM N rOPMOHa/IbHOM KOppeKuun nosia 1 B Ko-
HEYHOM WTOre — afeKBaTHOW MCUXOCEKCYaslbHOM pea-
ounutaumn 6onbHOro B obuectse [7, 9—11].

OcCHOBHas#l MpuyMHa natonornvm opMUPOBaHKMSA
CMHAPOMA HEMo/HOW MacKy/IMHU3aLMn — XPOMOCOM-
Hble WM reHeTUyeckne aHomanuu. Mpu aToM MmoryT
MMeTb MECTO HapyLUEHUs yucnia Uan CTPYKTYpbl Moso-
BbIX XPOMOCOM WM MyTauusi FeHOB, OTBETCTBEHHbIX
Nn60 3a hopMUpPOBaHME MYXKCKOI roHagpl (cekcaetep-
MUHUPYIOLNIA perroH Y XpoMocombl — BUY-ren),

Knaccudmkaumsa JIMIT cuHapomMa HemnosiHOW MacKy/iMH13aumm

[uncreHesuns simuek

CMellaHHas aucreHesust sinvek

CuHgpom LllepelieBckoro—TepHepa ¢ repmadpoanTHbIMU re-
HUTaTMAMUN

Yuctan gucreHesms simyek

CnHAPOM pyAVMEHTAPHbIX AnYeK

BpoxaeHHble gedekTbl 6oCHTE3a TecToCcTepoHa

[ednunt gecmonasbl

Oedvunt 3p-OH-gerngporcHasbl

JOedovumnt 17a-rugpokcmnnasbl

Oedovunt 17,20-nnasbl

Aedvunt 17-OH-gernpporeHasbl

Mepudhepryeckre BapraHTbl

Aedurunt S5a-peaykrasbl

CyHAPOM TECTUKYNIAPHON heMuHusaumm — CUHAPOM aHApo-
reHHOW HevyBCTBUTESIbHOCTU

CUHOPOM MNOJSTHOV TECTUKYNSAPHOW heMunHu3aumm

CUHOPOM HENnosiHOM TeCTUKYNAPHOU heMuHusaumum
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NGO 3a CUHTE3 CTEPOMAHBLIX TOPMOHOB, NN60 3a YyB-
CTBUTENIbHOCTb Nepudepun K LeCTBUIO MOJOBbIX rop-
MOHOB [6].

NTaK, oeunumT TeCTOCTEpOHa B MEPUOL, BHYTPUYT-
POGHOM >XXM3HW MO NPUYMHE POPMUPOBAHNS AUCTEHE-
TUYHOTO AMYKa UM HapyLUeHUs CUHTe3a TeCTOCTepo-
Ha (BpOXZeHHas (hepmeHTOMaTUA — AMCTOPMOHOre-
He3), UK ero AeicTBmA Ha nepudepun (peLenTopHbIN
fedekt nnv geduumnT S5a-peayKrasbl) NPUBOAUT K He-
[OCTaTOYHOM MaCKY/IMHU3aUMN TEHUTa/IUIA MYXXCKOr0
nnoga ¥ (OPMMPOBAHMIO  Pa3/INYHbIX BapuaHTOB
JIMI". Ha ocHOBaHMM BbILLEN3/IOXEHHOIO COBPEMEH-
Has paboyas knaccugukauma JIMI™ MOXeT 6bITb npea-
cTaBfieHa cnegyrowmmM obpasom (cM. Tabnumuy).

Hanbonee 0TBETCTBEHHON 3afayein Ha Nyt peabu-
NUTauUMM 60NbHOT0 C WHTEPCEKCYaslbHbIMU FeHUTa-
NNAMW ABNAETCA BbIGOP NacnopTHOro nona, nosa BoOC-
nuTaHns. IMEHHO 3aTUM OnpefenseTcs XapakTep BCex
Ja/lbHeLINX TepaneBTUYECKMX BMeLIaTe/bCTB  (Xu-
pypruyeckas W ropMoHa/lbHas KOppeKums), a Takxke
BO3MOXHOCTb afjantauun 60/1bHOro B MO/IOBOM U CO-
LMaNIbHO-NCMUXONOrMYECKOM M/laHax.

Mpu BbIbOpe nona pebeHky ¢ JIMI™ cnefyeT B nep-
BYIO O4epedb MOMHUTb O TOM, 4TO M30paHHbIA nac-
MOPTHBIN MON MOXET 6bITb He WAEHTUYEH FOHALHOMY
(6ronornyeckomy) nony. Bonpockl N0M0BOIA NpuHag-
NEXHOCTN pebeHKa A0/MKHbI PeLaTbest TONbKO UCXOAS
U3 MpYHLMNA LenecoobpasHoCcTH, T. €. BO3MOXHOCTK
Nydlwel agantaumm 601bHOrO B obuectse. Mpyu 3TOM
cneflyeT yUYnTbIBaTb COCTOSHWE roHag (MX yHKUMO-
Ha/lbHble BO3MOXXHOCTM), (PEHOTUMNUYECKME OCOOEH-
HOCTU JaHHOTO BapuaHTa 3abo/eBaHus, I. e. CTpOeHue
BHYTPEHHUX W HAPY>XHbIX TEHUTaIiA, BO3MOXHOCTb
NX KOPPEKLMM B COOTBETCTBUM C M3OPaHHLIM MO/IOM, a
TaKXXe 0COOEHHOCTW TeueHusi nybepTaTta (CMOHTaHHas
(heMUHU3aLMA, aH4POreHm3aLms UaM rmnoroHagunsm),
4TO ornpesenseT U Heo6XOAMMOCTb U XapakTep ropMo-
Ha/IbHOW Tepanuu.

MpakTrKa NokasblBaeT, 4To afanTauus 60/1bHOro B
n36paHHOM MoJe, JaXe ecniv OH He WAEeHTUYeH 6uo-
NOTVMYECKOMY, BO3MOXHaA. [/i8 3TOro Heo6XxoAMMo,
4TO6bI NMPU BbIOOPE NACMOPTHOrO Mona OblN YYTEH Xa-
pakTep NnosioBoi ANhhePeHLMPOBKM MO3ra, 4Tobbl pe-
GeHOK C paHHero Bo3pacta BOCMUTLIBA/ICA B M36paH-
HOM noJie, a OKpy>katoLLme pebeHka Noamn 1 cam 60/b-
HO/ He COMHEBa/IMCb B €ro MO0BON MPUHAAIEXHO-
ctw. MNocnesfHee BO3MOXKHO TO/ILKO B TOM Cy4ae, ecin
B NtO6OM BO3pacTe BHELHWIA BUL 6ONBHOr0 COOTBET-
CTBYET HalUMM MPeACTaB/IeHUAM O CTPOEHUW HapyX-
HbIX FEHUTANINIA, XapaKTepe U CTerneHW pas3BUTUA BTO-
PUYHBIX MOMOBbLIX MPWU3HAKOB Yy 340POBOro pebeHka
[aHHOrO BO3pacTa ¥ rona.

Wcxops w3 aToro, BOMPOChI MOJIOBOM NPUHAANEX-
HOCTU pebeHKa C WHTepCeKCyalbHbIMW TeHUTATNAMU
[O/DKHbI PeLaTbCs B paHHME CPOKW XM3HU, He Mo3[-



Hee 2-NeTHero Bo3pacta. 370
OVIKTYeTCS B MepBYIO OYepesb Tem
06CTOATENLCTBOM, YTO MMEHHO K
3TOMY BPEMeHU pebeHOK HaunHa-
eT 0CO3HaBaTb Cebf YesloBEKOM
onpegeneHHoro nona. C gpyroa
CTOPOHbI, peLLeHve Borpoca Mo-
NOBOM MPUHAANEXHOCTN B paH-
HUE CPOKM XXM3HW M03BOSISET
CBOEBPEMEHHO MPOBECTU XUPYp-
FMYEeCKyto, a BMOCMEACTBUMN U
rOPMOHa/IbHYH0 KOPPEKLMIO B CO-
OTBETCTBUM C M36PaHHbLIM MO/IOM.
Takum 06pa3om, co3fjarTca yc-
NoBUA AN NPaBWIbHOrO MoJsioBo-
ro BOCMUTaHWA 1, CrefoBaTeslb-
HO, (hopMUPOBAHUA MOJIOBOTO Ca-
MOCO3HaHWs, COOTBETCTBYHOLLErO
n36paHHOMY nosy. B aTOM rapaH-
TS XopoLuUel aganTaumm 60/bHO-
ro B obLlecTBe.

TaK, 04YeHb BaXXHbIM 3TanoM Ha nyTn peabuiunra-
UM 6ONBHOTO repMappoAMNTU3MOM SBMIAETCA BbIGOP
MacriopTHOro Mnosia B Hanbosnee paHHWE CPOKM XKMU3HU
60nbHOro. OfHaKo BbLIGOP MACMOPTHOrO Mona y KOH-
KpeTHOro 60/1bHOr0 OMpejenseTcs npexaie BCero oco-
GEHHOCTAMW K/MHUYECKOTO TeYeHUs [aHHOro Bapui-
aHTa 3abonieBaHuA. B cBSi3W € 3TMM MepBbIA BOMNPOC,
KOTOPbIA [JO/KEH PeLunTb Bpady, npuctynas K peabu-
NUTAUMOHHOMY npoLeccy — OrnpejeneHne TOYHOro
BapuaHTa repmadpognTuamMa, HO30/10rM4eckor op-
Mbl 3a60/1eBaHMA. TOMIbKO MPU 3TOM YCNOBUU MOXHO
COCTaBUTb Mpe/CTaB/ieHNe 0 CTEMNeHW MOBPEXAeHNs
roHag, YpoBHe UX (DYHKLMOHa/IbHON aKTUBHOCTU 1 3a-
paHee, yXe B paHHeM [eTCTBe, MpefcKa3aTb BO3MOX-
HOCTb pasBUTUA W XapakTep TeyeHus ny6eprara.
AIMEHHO 3HaHWe 3TMX BOMPOCOB M MO3BONSET Bpayy
MPUHATL NPaBWU/IbHOE PeLLeHre Mpu BbIGope nacropT-
HOro nona y pebeHka ¢ MHTepCeKCyaslbHbIMU TeHUTa-
nuamun. CnegosatefibHO, BONPOC AnddepeHLanbHOM
[MarHoCTMKN BapyaHTOB repMaposuTu3ma SBNseTcs
K/IHOYEBbIM MpU peabunmTauum 00MbHbIX C JaHHOW na-
Tonorvei. B T0 e Bpems AnddepeHumanbHas auar-
HOCTVKa repMadpoanTr3Ma, OCOGEHHO B paHHEM [eT-
CKOM BO3pacTe, T. €. KOrja W AO/MXHbI pewlarbcs BO-
MpoCbl MOM0BOW MPUHAL/IEXHOCTU, ABNAETCA JOBO/b-
HO CNOXKHOV 3agadveit [1—5].

B HacTosLlee Bpems AudepeHLmanbHas auarHo-
CTMKa repMadpoanTu3mMa OCHOBBIBAETCA Ha AaHHbIX
KapnoTUMMPOBaHUSA, JaHHbIX, XapaKTePU3YHOLLMX 0CO-
GEHHOCTW K/IMHUYECKOr0 TeYeHWs BapuaHTOoB 3ab0/ie-
BaHWA, U pe3y/ibTaTax ropMOoHa/IbHbIX TecToB. Hambo-
nee TpyfHa AvdepeHLmanbHas AMarHocTuka Bapu-
aHToB JIMI". Tak, Hanuumne B KapuoTune Y Xpomoco-
Mbl CBMZETENLCTBYET /IULLb O NPUHALIEXHOCTM Mauu-
eHTa K OLHOMY W13 BapuaHTOB CWMHAPOMA HErMo/IHOM
MacKy/IMHM3aLMN.

Ha cnegyowmx atanax Heo6XOAMMO YCTaHOBUTb
MPUYNHY HELOCTATOYHOM MacKynMHuM3auuu nnoga. C
3TOW Le/bi0 HA OCHOBaHWM MHOFO/IETHEro OMnblTa pa-
60TbI Halero Konnektuaa (6onee 30 NeT) Mo 3TON Npo-
6neme N JaHHbIX NUTepaTypbl HaMKU CO3AaH pabouwnil
BapuaHT anroputMa andgepeHunanbHON qnarHocTu-
kn JIMIT, KoTOpblii nepuoamyeckn obHoBnsetca [1—
4]. Mpouecc anddepeHunanbHON LUarHOCTUKKA Havm-
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Cxema !

AndhdepeHumnanbHas guarHoctuka JIMI

HaeTCs C UCCMeA0BaHNA COCTOSHUA BHYTPEHHUX MeHN-
Ta/MA (HaiMume nnnM OTCYTCTBME MATKM) U NpoBefe-
HUS TecTa ¢ XOproroHnHom (XI).

YKeHCKoe CTpOoeHVe BHYTPEHHUX FreHUTaNuin (Hanm-
une mMaTku) y 6onbHoro JIMIT cBMAeTeNbCTBYET 0 3HaA-
YMTE/IbHOM BHYTPUYTPOOHOM MOBPEXAEHUW TOHAL,
KOTOpble He CroCO6HbI BblpabaTbiBaTb aHTUMIO/I/IE-
POBCKOE BeLEeCTBO W, CnefoBaTesibHO, (hOpMMpPOBaTh
BHYTPEHHME FEHUTAINN MYXCKOro Tuna. B atom cny-
yae y 60NbHOr0 MMEEeT MeCTO OAWH U3 BapyaHTOB AuUC-
reHe3nn TeCTUKY/IOB.

OTpuuaresibHaa npoba ¢ XIT (Npu My>CKOM CTpoe-
HUWN BHYTPEHHWX TEHUTAIUIA W JOCTATOYHO XOPOLLEM
COCTOSIHAM TOHAL) CBWAETENIbCTBYET O HapyLUeHUn
CMHTE3a TECTOCTEPOHA KaK NpUYmnHe TeCTOCTEPOHOBOM
He[0CTaTOYHOCTH, T. €. 0 HA/IMYMMN OAHOr0 U3 BapuaH-
TOB BPOXZEHHOW (hepMeHTONaTum.

Hannuvie My>CKOro CTPOEHWS BHYTPEHHUX TeHu-
TaniA, XOpoLWOo CHOPMMPOBAHHBLIX FOHAL W MOMIOXKN-
TenbHOM Npo6bl ¢ XIT NO3BO/MISET WUCKIOUUTL 06€ Bbl-
LUeHa3BaHHble rpynmnbl 3a60/1eBaHWn 1 YCTaHOBUTL Y
nauueHTa nepugepnyecknin BapmanT JIMI™ (cxema 1).

Mpn ycTaHOBMEHWUN MpeABapuUTe/IbHOro AuarHosa
OMCreHe3nn TeCcTUKY/IOB  HeobXoAuMO NPOLO/HKMTb
AnddepeHLmanbHy0 AMarHOCTUKY C LeNbio YTOYHe-
HVS BapuaHTa 3aboneBaHus (cuHApom LLlepeluescko-
ro—TepHepa C repMapoaUTHBIMU  TEHUTAIUAMN,
uncTad AUCreHes3ns ANYeK, CUHAPOM PYAMMEHTapPHbIX
ANYEK, CMeLlaHHas [MCreHesns TroHaj), TaK Kak
MMEeHHO BapuaHT 3ab0sieBaHNsA (HO30/10rMyeckas op-
Ma) BO MHOTOM OrpezesnisieT BbIOOp NacrnopTHOro nosna.
C aTOol Uenbio He06X0AMMO NPOBECTY TLATElbHOE UC-
CnefjoBaHVe COCTOSIHUA OpraHoB Ma/loro Tasa (nana-
pockonusa nnu/n nanapotomus) (cxema 2).

OO6HapyXeHVe 2 AUCreHeTUYHbIX ToHafg (Streak)
Un pyaVMEHTapHbIX SSUYEK CBUAETENIbCTBYET O Ha/IN-
ynn y 60nbHOro | 13 3 BapuaHTOB 3ab60neBaHNs (CUH-
fApoma Lllepeluesckoro—TepHepa ¢ repmafpoavTHbI-
M/ TEHUTIUAMW, YUCTOA AUCTEHE3NN AUYEK WK
CUHAPOMA PYAUMEHTApPHbIX Au4ek). [anbHeiiwas
AvdepeHumanbHasa AMarHoCcTKa 3TX BapMaHToB 3a-
60/1eBaHNA C NPaKTUYECKO TOUKM 3PEHUA Helleneco-
06pasHa, Tak Kak npu Nt060M M3 HUX Ha3HAYatOT XKEH-
CKWIA NacnopTHbIA non. 310 06YC/OBMEHO TeM 06-
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Cxema 2
AnddbepeHumnanbHasa gnarHocTmka ANCreHe3nm ssmdek

CTOATENIbCTBOM, YTO FOHafbl NMPWU 3TUX BapuaHTax 3a-
60/1eBaHNA OYeHb MOBPEXAEHbI W He B COCTOAHUU
06ecrneynTb LOCTATOYHbIA YPOBEHb aHAPOreHM3aLmm
HU B Nepuog BHYTPUYTPOOHOM XXM3HM (CTPOeHMe Ha-
PY>XHbIX FEHUTANMIA BIKE K XXEHCKOMY TUMy), HU B
nocnefytowme rofbl (BbIpaKeHHbIA TMNOroHaan3m).
3HaunTeNbHbIM AeUUNT aHLPOreHOB B Nepuo BHYT-
PUYTPOOHON >KN3HW HEe B COCTOSIHUM 06ecnednTb W
HOPMaJIbHYHO MYXCKYI0 AUMQepeHLMpoBKY Mo3ra W,
TaknMm 006pa3oM, 3a/l0KWUTb OCHOBbI (OPMMPOBaHUSA
MY>XCKOrO r0/10BOr0 camoco3HaHus. Kpome Toro, atu
roHafbl CK/IOHHbI K Pa3BUTUIO OMyXOsel 1 310KaYvecT-
BEHHOMY WX MepepoXieHnto. B cBA3u ¢ 3TM nocne
YCTaHOB/eHUs1 BO/IbHOMY >KEHCKOr0O MacrnopTHOro no-
na NMpou3BOAAT FOHALIKTOMMIO U NNACTUKY' HAPYXKHbIX
reHUTanni, a B fanbHeliLleM HasHayatoT 3aMeCcTUTE b-
HYI0 TOPMOHA/IbHYIO Teparnuio >KEHCKVMMW MOJI0BbIMU
ropMoHamu. pyu NpaBWbHOM MOJIOBOM BOCMUTAHU
3T [eTN XOPOLUO afanTupyroTcs B M36paHHOM Mose.

BblllenepeuncneHHble BapvaHTbl AUCTEHE3UN AK-
YeK BCTPEYaroTCs KpaiiHe pefKo. 3HauMTesbHO yalle y
MauneHTOB C AWCreHesnel AMYeK UMeeT MecTo CMe-
LaHHas AMCreHe3ns roHag. B aTom cnydyae, ¢ OfHOM
CTOPOHbI, 0OHapPYXXMBAKOT [AUCTEHETUYHYIO TOHagy
(streak), ¢ apyroii — XxopoLlo cCHopMUPOBAHHOE ANY-
K0. OObIYHO 3TO AUYKO VMEET JOCTaTOYHO BbICOKYH)
(hYHKLUMOHaNIbHYHO aKTUBHOCTb. JTUM OOCTOATENbCT-
BOM OOBACHAETCA (POPMMPOBaHME NpU LaHHOM Bapwi-
aHTe 3ab0/1eBaHMA OLHOPOroil MaTkum (CO CTOPOHbI
PacrnonoXeHNs AnYKa (HOPMMUPYeTCs CEMSABLIHOCALLNIA
NPOTOK) ¥ 60/1ee MaCKyMHHOE, YeM NP NPeablayLmX
BapuaHTax, CTPOeHMe Hapy>XHbIX FeHUTaNni. JaHHbIl
YPOBEHb aHAPOreHOB CNOCO6eH 06ecrnevnTs MyXCKYHO
AndhepeHUMpoBKY Mo3ra. Ha doHe ny6epTaTHOro
nepuoga, Kak npasuno, UMeeT MecTo CrOHTaHHas ru-
[poreHu3aums. B cuny aTux NpUYMH JaHHOM rpynne
MauyeHToOB Ha3Ha4yaloT MYXXCKOW MNacnopTHbIA Mo,
YOANAT AMCTEHETUYHYHO ToHagy (OnacHOCTb pasBu-
TUA AUCTEPMUHOMBI) U MaTKy, ONYCKAaKT ANYKO, eCnn
OHO HaxoAmTCs B COCTOSHWUM KPUMNTOPXM3Ma, MPOBO-
[T KOPPEKLMIO HAPYXXHbIX FEHUTaNIA U Ha (hoHe ny-
bepTaTHOro rnepuoga npu HeobXxoaMMoOCT — 3aMecTU-
Te/IbHYI0 FOPMOH&/IbHYIO Tepanuio.

BpoxaeHHbI fetheKT 6MOCMHTE3a TECTOCTEPOHA —
[OCTaTOYHO pefkuii BapuaHT JIMIT. [narHo3 crtasaT
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npy HIMYMK Y NaLMEHTOB XOPOLLIO CPOPMUPOBAHHbLIX
ANYEK W OoTpuuaTenbHoro Tecta ¢ XI. 3T0T AMarHos
ABNSAETCH, 0e3yCNOBHO, MpeABapuTeNbHbIM, TaK Kak
LemLMT TECTOCTEPOHA MOXET ObITb Pe3ynbTaToM Ae-
(hmumTa OAHOM M3 5 (PEPMEHTHbIX cucTeM. Tpu U3
3TUX (PEePMEHTHbIX CUCTEM (XOMECTEPUH [ecMo/asa,
3p-OH-gerngporeHasa, 17a-rugpokcunasa) yyacTBy-
tOT B CUHTE3€e BCEX CTEPOUAHBLIX FTOPMOHOB (F/TFOKOKOP-
TUKOWJO0B, MUHEPa/IOKOPTUKOUAOB, TECTOCTEPOHA), 2
(17,20-nvna3a, 17p-gervaporeHasa) — TOMbKO TecTo-
cTepoHa. Mpu geduumTe 060N 13 ITUX PePMEHTHBIX
CUCTEM HapyLUaeTCHd CUHTE3 TeCTOCTEpPOHa U B Cuny
3TOr0 MPOMUCXOAUT HEenosHasg MacKyIuHU3aunua Ha-
PY>XHbIX TEHUTAIMIA MY>KCKOro Nnoga.

Mpun gedurunte epMeHTHbIX CUCTEM, NPUHMMAIO-
LWMX y4yacTue B CUHTe3e BCEX CTePOUAHbLIX FOPMOHOB,
NMOMMMO TrepMafpPOANTHOTO CTPOEHUS HapY>KHbIX re-
HUTa/IMIA, UMEIOT MeCTO MPU3HAKN HapyLUeHWUs (yHK-
UMM KOpbl HaZno4yevyHukoB. Tak, npu geuuunte dep-
MEHTOB XxosiectepnHaecmonasbl n 3p-OH-gerngpore-
Ha3bl HAPYLLAETCA CMHTE3 XU3HEHHO BaXHbIX FOPMO-
HOB (F/IIOKO- ¥ MUHEPA/IOKOPTMKOMAOB) U hopMunpy-
eTcA K/IMHMKa MepBUYHOIA HALNOYeYHVMKOBOW Henoc-
TaTOYHOCTM (CUHAPOM MOTEPU COMK).

Mpy peduunte hepmeHTa 17a-rugpokcunasbl Ha-
PYLLUAETCA CUHTE3 KOPTM30/1a, HO He CTpajfaeT CUHTE3
MWUHePa/IOKOPTUKOUAO0B. bonee Toro, B OTBET Ha CHU-
XEHVe YPOBHA KOPTWU30M1a UM MOBbILLEHNE YPOBHSA
AKTI aKTMBHO CUHTE3NPYIOTCA CTEPOMAbLI C MUHEpa-
NOKOPTUKOUAHBIM 3((EKTOM 1 MOBbILLIAETCH YPOBEHb
AJL. B cuny aTx NpUYMH faHHbIA BapnaHT 3aboneBa-
HUA XapakTepusyeTtcs, MOMUMO TepMapoLUTHOrO
CTPOEHUSI TEHUTaNINI, BbIPOKEHHON apTepuabHON
runepTeHsmeii. Hopmanmsaumm yposHa Al npy aToMm
3a60/1€BaHNM MOXKHO [,O06UTLCA MWL Ha (POHE 3aMec-
TUTENBHON Tepanuu rKOKOPTUKONAHLIMU npenapa-
Tamu.

JOunphepeHumnanbHasa AMarHoCTKa BapuaHToB BpoO-
XIEHHOro aeekta OGMOCUHTE3a TECTOCTEPOHA O4YeHb
Ba)XKHa, TaK Kak, C OAHOM CTOPOHbI, MO3BONSET Bbl-
6paTb 6osee LenecoobpasHbIli 41 KOHKPETHOrO Bapw-
aHTa 3ab0/1eBaHMs NAcMopTHbIN Mo, ¢ Apyrol — on-
pefennTb XapakTep 3aMecTUTE/IbHOM TOPMOHa/IbHOM
Tepanuu.

Bbi6op nacnopTHOro nona onpefensietcs oCcobeH-
HOCTbO TeYeHUs NybepTaTHOro nepuoja Kaxaoro Ba-
puaHTa 3aboneBaHns. Tak, Npu AByX BapuaHTax 3abo-
nesaHus (geuunt 3p-OH-gervaporeHassl n 17p-ge-
rmaporeHasbl) Ha (poHe nybepTaTHOro nepuoja, He-
CMOTPA Ha BbIPWKEHHYIO (heMUHMU3ALMNI0 HaPY>XHbIX
FeHUTANN NPU POXAEHUW, UMEET MEeCTO CrOHTaHHas
aHAporeHn3aLms, YTo AMKTYeT He0OX0AMMOCTb Ha3Ha-
YeHUs NOLOOHbLIM MaLMeHTaM MY>CKOro NnacropTHOro
nona, a B fajlbHellleM — MJacTUYeCKOM M ropMmo-
Ha/IbHO KOppeKUMn (heHOoTMNa B COOTBETCTBUM C U3-
6paHHbIM 1osoM. CrioHTaHHas aHAporeHu3auus npu
3TUX BapuaHTax 3a60/1eBaHUSA MPU HA/IMYUN BbIPAKEH-
HOro gethmunTa TeCTOCTePOHa 06ycnoBeHa N3bbIToY-
HbIM 00pa30oBaHMeEM B CUY CYLLECTBYHOLLEro 6/10Ka B
CMHTE3e FTOPMOHOB TaKUX MPOMEXYTOUHbIX CTEPOV/OB,
JaloWnX BbIPOKEHHbIA  BUPUIU3NPYIOLLMIA  3(deKT,
Kak [ervapoanvaHapocTepoH (43A) v aHApPOCTEHAM-
on (zetmunt 3p-OH-gerngporeHassl) umm J3A 1 aH-
[pocTeHANoH (metomunt 17p-AerugporeHassbl).
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Cxema 3

OndpdpepeHumanibHan AnarHOCTMKa BapuaHTOB BPOXAEHHOIO AediekTa 6MoCUHTe3a TeECTOCTEPOHA

Mpun Apyrvx BapuaHTax 3aboneBaHNA Hapsagy C Je-
(DMUUTOM TECTOCTEPOHA UMEET MeCTO AePULNT 1 3TUX
aHgporeHoB. CnefoBaTesibHO, Y AaHHbIX MauneHToB B
TeYeHne BCel XKM3HW MMEOT MeCTO AeULMUT MYXCKMX
MOM0BbLIX FTOPMOHOB 1 B CW/y 3TOrO BblpaXKeHHas he-
MUHM3ALMA HaPY>KHbIX TEHUTaIUNA MPU POXKAEHWUN 1
rMNOroHaam3M B nocnefytowime rogbl. JaHHOW rpynne
NauyeHToB MoKa3aHbl Ha3Ha4YeHWe >XEHCKOro mnac-
MOPTHOIO MoJa, FOHAA3KTOMUSA, MIaCTUYECKas 1 rop-
MOHa/IbHas KOPPeKUWsA B COOTBETCTBUM C M3OPaHHbIM
Mo/oM.

B Tex cnyyasx, Korfga onpeaenvTb BapuaHT BPOX-
[EHHOTO fegpeKTa CMHTEe3a TeCTOCTEPOHA He NpeLCcTaB-
NAETCA BO3MOXHbIM, OONbHOMY BCerfa HasHayatoT
YKEHCKMI MacrnopTHbIA Mo M BO M3bexaHve B fasib-
HelilleM aHAporeHM3aUmMm 0653aTenlbHO NPOBOAAT ro-
HaZ3KTOMMIO N KOPPUTUPYHOLLLYHO TEpanuio.

JOvhdepeHymnansHasa anarHocTMKa BapraHToB BPO-
XXOEHHOro fedekta GMOCUHTE3a TECTOCTEPOHa OCHO-
BbIBAETCA Ha OLEHKe KIMHWYECKMX CUMMTOMOB 3ab0-
NeBaHusi, CBUAETE/bCTBYIOLMX O HapyLUEHWUW T/IHOKO-
N MUHEepaslOKOPTUKOUAHOM (YHKUMM KOpbl HaAmMo-
YEYHWUKOB, W [aHHbIX O BbICOKOM YPOBHE MPOMEXY-
TOYHbIX CTEPOMAOB, MPeALIECTBYIOLMX BMOKY B CUH-
Te3e rOPMOHOB. [MOBbILLEHNE YPOBHS OMpefeneHHbIX
MPOMEXYTOYHbLIX CTEPOUJ0B NO3BONSET YTOUHUTb YPO-
BeHb 6/10Ka W, CrefoBaTeNbHO, BapuaHT 3abo/eBaHuns
(cxema 3). OfHaKOo B MPaKTUYECKOM 3[paBOOXpPaHeHN
MeTOfbl WCCMefoBaHNSA MPOMEXYTOUHbIX CTeponioB
He HalWIM LWIMPOKOro MPUMEHEHUs, TaK KakK MeTofpl
OYeHb Aoporu, a 3abosieBaHMs, NpPY KOTOPbIX TpebyeT-
s NpoBefieHne NoA06HbIX UCCMefOBaHMI, BCTpeYaroT-
cs KpaliHe pegko. B cBssn ¢ aTM 6o/bHble JIMIT, 06y-
C/OB/NEHHbIM  (hepMeHTONaTUel, AOMKHbI 06Cneno-
BaTbCA W JIEYNTLCA B CMELNaIN3NPOBaHHBIX YUpexe-
HUSX.

Mepudpepuryeckre BapuaHTel JIMIT, KOTOpble npej-
CTaB/ieHbl CUHAPOMOM TECTUKY/ISIPHON (heMUHM3aLNN
N CMHAPOMOM Aeduunta Sa-pefyKTasbl, ycTaHaB/IMBa-
tOTCA MyTeM UCK/TIOYEHUS BapuyaHTOB AUCTEHE3UN Tec-
TUKY/IOB U BPOXAEHHOro fedekta 6rocmMHTe3a TecTo-
CTEPOHa, T. e. NPU HaMUYUM Yy MauueHTa MYXXCKOro

CTPOEHUSI BHYTPEHHUX TEHUTAIAA W NOMIOXUTENbHBIX
pe3y/nbTatoB npobbl ¢ XI.

CUHAPOM TECTUKYNISIPHOW  (peMMHM3aLMN  (Hapy-
LLeHNe peLenTopHOM YyBCTBUTENIbHOCTU K aHapore-
HaMm) XapakTepu3yetcs (PeMVHWHHbIM (CMHAPOM Mo/
HOI TECTUKYNAPHON (heMUHU3aLUMS) UK CMELLaHHBIM
(CMHAPOM HEMONHOW TeCTUKYNAPHOWA (PeMUHU3aLNN)
CTPOEHVEM HapyXHbIX TEHUTANUA W TUNOrOHaAN3MOM
B Moc/iefyroLe rogbl. Peakums Ha BBeleHNe 3K30reH-
HOr0 TeCTOCTepOHa y [aHHOW rpynnbl NnauueHToB OT-
CYTCTBYeT. Bce 3TO AMKTYeT HeobXOAMMOCTb Ha3Haue-
HWA GO/bHBIM C TECTUKYNAPHOW eMUHU3aLMNelt XeH-
CKOro MacriopTHOro nosa, MPOBeLeHNs XMpypruye-
CKO ¥ FOPMOH&/IbHON KOPPEeKLyn B COOTBETCTBUM C
n30paHHbIM M0JIOM, TOHaA3KToMuK. [lpu CBOEBpe-
MEHHOM MpOBEAEHNM BCEX 3TUX MEPOMNPUATUIA, No
MHEHWIO 6OMbLUNHCTBA UCCMeAoBaTeNei, 60bHblE XO-
POLLO afanTUPYHOTCA B XXEHCKOM rone. Bce aTo cBU-
[eTeNbCTBYET 0 TOM, YTO BHYTPUYTPOOHaa anddepeH-
Unauma mosra npu gaHHom BapuaHte JIMIT npoucxo-
LNT B OTCYTCTBME 3(pheKTa aHLPOreHoB.

CuHgpom peduumTa Sa-pefyKrasbl 00yC/0BNEH Ha-
pyLLUEHWEM MpPeBpaLLeHnsi TeCTOCTEPOHA B aKTUBHYHO
(hopmy ropmoHa — gurugpotectoctepoH (ArT). Oco-
OeHHO BbiCOKa NOTpebHOCTL B AT B NEpuoA BHYTpU-
YTPOGHO XWM3HKU, KOrAa OpMUPYIOTCH HapyXXHble re-
HUTa MM My>CKoro nnoga. dedomuut AT B 3TOT nepu-
0L, XXM3HN NPUBOAUT K HEMOMHOM MAacKy/IMHM3aUMN Ha-
PYXXHbIX TFeHUTanuin, T.e. K opmupoBaHuo JSIMI .
YavBuTeneH TOT (hakT, yTO Ha (POHe nybeprata npu
3TOM BapuaHTe 3a60/1eBaHMA HABMOAAETCA CMIOHTaHHasA
aHAporeHu3auus, 4to TpebyeT 0653aTeNlbHOro HasHaue-
HUA GO/bHBIM MYXXCKOr0 NacropTHOro nona. bonbHble
Mpu YCNOBUW XMPYPrMYeCKO KOppPeKLUMmn nosa nosiHo-
CTbIO afanTUPYHOTCA B MY>XCKOM MO/, XOTS MHOrMe W3
HUX BMOC/ELCTBAN HYXAAKTCA B ONOMHATENIbHOM BBe-
[EHUN MYXCKUX MO/0BbIX TOPMOHOB. BronHe yaosne-
TBOPWTE/IbHAA MCUXOCEKCyaslbHas afantaums nogo6-
HbIX MaUYEeHTOB B MY>XCKOM MacrnopTHOM Mofe CBuAe-
TeNbCTBYET 0 OCTATOYHON aKTUBHOCTU MYXCKUX MO0~
BbIX FOPMOHOB B MNepuoj BHYTPUYTPOOHOW MOM0BOM
AndhdepeHUMpPoBKN MO3ra.
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Cxema 4

AnddpepeHymanibHas gnarHocTrka nepudepuyecknx
BapuvaHToB JIMI

BblILlen3noxkeHHoe CBWAETENILCTBYET O TOM, YTO
npu nepugepnyecknx BapuaHtax JIMI nytn peabu-
nMTaumm 60/bHbLIX PasNNYHbI: NPU CUHAPOME TECTU-
KyNspHOM (heMUHM3aLMN Ha3Ha4atoT XKEHCKUA nac-
MOPTHbIV MON U NPOBOAAT (PEMUHWUMPYIOLLYHO KOPPU-
TVIPYIOLLYHO Tepanwuio Npu cCUHApoMe geduumra 5a-pe-
[yKTasbl — MY)XXCKOM NacrnopTHbIA Mo U BUPUAN3K-
PYIOLLYIO KOppUTMpYHoLLYtO Tepanuio. CneaosarenbHo,
LnepeHumanbHas AMarHoCTUKa 3TUX BapUaHTOoB 3a-
6oneBaHNA MMeeT MPUHLMNUAIbHOE 3HaueHve. B
3TOM MNMaHe BbICOKYK CTereHb WH(OPMaTUBHOCTM
MMEIOT MeTOZbl OMNpeseneHns YyBCTBUTENIbHOCTU aHf-
POreH3aBUCKMbIX TKaHei K TeCTOCTEPOHY, YPOBHS Tec-
TocTepoHa 1 AT B KpoBu (6a3anbHblli YPOBEHb U Ha
(oHe BBefeHus XI), akTMBHOCTM bSa-pefykTasbl. B
HacTosLLee BPeMs C LeNbi0 BbISB/IEHWS HapYLLEHHO
YyBCTBUTENIHOCTU K aHApPOreHaM MNpes/ioKeH HOBbIN
TeCT, OCHOBaHHbIV Ha OrpefenieHNn YPOBHA CEKCCBSA-
3bIBAKOLLEro rno6ynnHa B KPOBU, 10 U MOC/E BBEAEHMUSA
nepopasibHbIX aHaboNYecknx CTepouioB. Y nuy ¢
HOPMa/IbHOM YYBCTBUTENIHOCTLIO K aHAporeHam OT-
HOLLIEHVe YPOBHA AaHHOIO MokKasarens 40 NpoBefeHNs
TecTa K ero ypoBHIO MOC/e BBeLEHUA aHaboNMYecKmX
CTEPOULOB CHMXaeTCs MPUMEPHO HarosioBuHy (40—
65%). Y nnL C pe3ko HapyLUeHHOW 4yBCTBUTENbHO-
CTbIO K aHporeHam OTHOLUEHMe ocTaeTcA 6e3 usme-
HEHWI, Y NAL, C YaCTUYHBIM HapyLUeHWEM YyBCTBU-
TeNbHOCTY HabNtofaeTCs CHYDKeHWe B npefenax 65—
90% [8]. OgHaKo BCe 3TW C/IOXHbIE WU AOPOroCToALLME
METOAbl B HACTOSLLEe BPeMs MOryT ObiTb UCMOJb30Ba-
Hbl NINLLb B CMELNAIN3NPOBAHHBIX YUPEXAEHUAX.

B npakTW4eckom 37paBOOXPAHEHWMN C 3TON Lefbio
00bIYHO MCNOMB3YHOT NPOGY C BBELEHMEM TECTOCTEPO-
Ha. MpoGa No3BO/ISIET YTOUHNTL CTEMEHb YyBCTBUTE/Ib-
HOCTV aHApPOreH3aBUCKMbIX TKaHeld K [eNCTBUI Tec-
TOCTEpOHa. B TeyeHune 3 mec 60/1bHOMY NOBOro BO3-
pacTa BBOAAT MPOJIOHIMPOBaHHbIV npenapar TectocTe-
poHa M3 pacyeTta 75 mMr/m2 nosepxHoCcTV Tena | pas B
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3—4 Hef. YBenuvyeHWe pasmepoB MOJIOBOIO 4sieHa W
Apyrve NpusHaky aHgporeHu3aumm Ha (hoHe nNpoBsese-
HMS NPOGbI MO3BONAKT MPEANONOKUTL HOPMAIbHYHO
YyBCTBWTE/ILHOCTb K aHAPOreHaMm M, TakuM 06pasom,
YTOYHUTL BapuaHT 3aboseBaHus — fedunumT 5Sa-pe-
AyKTasbl. OTCYTCTBME peakLuuy Ha BBEAEHVe TeCTOCTe-
pOHa CBWAETENbCTBYET O HapyLUEHHOM YyBCTBUTESIb-
HOCTW K aHAporeHam, T. e. MOATBEPXAAeT AMarHo3
CYHAPOMA TECTUKYNAPHON (heMmHM3aumMmn (cxema 4).

Mpy npoBefeHWM Mpo6bl CneayeT MOMHUTb, YTO
NONOXKMTENbHAA peakuns Ha BBefeHWe TeCTOCTepoHa
MOXXET UMETb MeCTO W'y 6O/IbHBIX C JIErKM BapuaHTOM
CYHAPOMa TeCTUKYNAPHON (emmuHm3aummn. OfHako
BblpaKeHHas peakuus Ha BBefeHWe npenapata no3Bo-
NAeT NPOrHO3UPOBaTh Y JAHHOW KaTeropuu nL, BbiCO-
Kyt 3p(heKTNBHOCTb TECTOCTEPOHA NMPU NPOBEJEHNN B
JaNbHEeMWeM 3aMecTUTEe/IbHON rOPMOHaIbHOW Tepa-
nun. 3TO OnpaBfblBaeT Ha3HayeHue BO/IbHbIM C Mo-
[OGHOV peakuuein Ha BBefeHWe TeCTOCTEPOHa MyXX-
CKOro nacrnopTHOro nosa.

NTaK, ouddepeHLmanbHas UarHOCTVKa BapuaH-
ToB JIMIT B COBPEMEHHbIX YC/OBUAX — [0BOJILHO
CNOXHas, HO BMO/MHE pellaemMas 3agava. MoOXHO Ha-
[edTbCsA, 4To B Gnmdkaiwem Oyayuiem B pesy/nbTaTe
LUIMPOKOTO BHEAPEeHWs B MPaKTUKY 34paBOOXpPaHeHus
METOLOB MOJIEKY/IAPHOA FeHETUKKN, MO3BOMSAHOLLMX
BbISIBNATL MyTaLMIO F€HOB, OTBETCTBEHHbIX 3a POPMU-
poBaHvie Mnosa, BONpOoChl TOYHOro AMarHo3a BapraHToB
repMagpomTraMa 6yayT peLlaTbca 3Ha4YMTeIbHO Mpo-
e u B OOnee paHHeM BO3pacTe, 4TO, 6Ge3yC/oBHO,
YNYYLINT BO3MOXKHOCTU ajantaumm 3TUX OGONbHbIX B
06LLecTBe.
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