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PE3IOME. B cratbe mpenctaBieH ciydail BUpUIbHONW (HOPMBI BPOXKACHHOW TUCPYHKLIUU KOPBI
HaJIITOYEYHUKOB Yy narueHTa 26 jeT. [Ipu posk1eHnH BBISBICHO HETIPABUIILHOE CTPOCHHUE HAPYKHBIX
IIOJIOBBIX OPTaHOB, B IEPHOA HOBOPOXKAEHHOCTH AMAarHOCTUPOBAHA BPOXKACHHAs AUC(YHKIINS KOPBI
HaJITOYEYHUKOB, BUPHIIbHAS (hOpMa, YCTAHOBJICH )KeHCKUH 1mour, reHoTun 46X X. B epBeie Henenu
JKU3HHM ObliIa MTHUIIMMPOBAaHA TOPMOHAJIbHAS TEPaNus CTeponuiaMu (IPEIHU30JIOH, THIPOKOPTH3OH).
C Bo3pacrTa 3 JIeT Tepamnuio He oaydat, He Habmroaancs. B 10 et manueHT mpories crennaiu3upo-
BaHHOE 00cien0BaHue, ObUIO IPUHATO PEIIEHNE O CMEHE NAacOPTHOrO noja. Jlo CoBEepLICHHOIETHS
MOJTy4aJl 3aMECTUTEIBHYIO TEPAHIO TECTOCTEPOHOM, TEPAIHUIO TIIOKOKOPTHKOCTEPOUAaMHU, ObLIIN
BBIMIOJIHEHBI XUPYPruYeCcKre BMEIIaTeNbCcTBa (TOHAAIKTOMUS, TUNIACTUKA HAPYKHBIX TeHUTAINN 110
MYKCKOMY THITY, TpoTe3upoBaHue TecTukyi). C Bo3pacrta 18 et Tepanuio mpekpaTu, K 3HI0KpHU-
HoyloraM He oOparmaics. OCOOCHHOCTSAMH CIIydast SIBIISTFOTCS BEIOOP MY’CKOTO TT0JIa y TTAITHEHTA C
reHotunoMm 46XX u HU3Kas KOMIJIAGHTHOCTh MallMEHTa ¢ IETCKOro Bo3pacTa. [IpeactaBieHHbIN
ciaydail moka3bIBaeT HEOOXOAMMOCTh MCUXOJIOTHYECKON MOAAEPKKH U JUHAMHYECKOro Habiroe-
HUS TTAIIUEHTOB C 3 TUM 3a00JIeBaHUEM B T€UCHHUE BCEH KU3HH.

KJIIOUYEBBIE CJIOBA: BpoxjecHHass AUCHYHKIMS KOPbI HAJIOYCUYHHKOB, BUPHIU3AIMS,
HEMPaBUJILHOE CTPOCHUE TEHUTAIHI
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ABSTRACT. The article presents a case study of a virile form of congenital dysfunction of the
adrenal cortex in a 26-year-old patient. An abnormal structure of the external genitalia was revealed
at birth, during the newborn period congenital dysfunction of the adrenal cortex was diagnosed
(female, 46XX). Hormone therapy with steroids was initiated in the first weeks of life. Since the age
of 3 this therapy was stopped, and then he did not receive medical attention until 10 years old. At the
age of 10 the decision to change gender has been made by during hospitalization. Until adulthood, he
received testosterone and steroid therapy, and underwent surgical procedures (gonadectomy, male-
type external genital plastic surgery, testicular prosthetics). He stopped therapy at the age of 18.
A special feature of the case is the choice of male sex in a patient with genotype 46XX and low
compliance since childhood. The present case shows the need for psychological support and dynamic
monitoring of patients with this disease throughout their lives.

KEYWORDS: congenital dysfunction of the adrenal cortex, virilization, abnormal structure of
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BpoxnenHoit nucyHKIHMeH KOpbl HaJIo4yed-
HukoB (BJIKH) HaspIBatoT rpymnmy reHeTHdecKux
3a00JIeBaHMM, XapaKTePU3YIOIMUXCA HapyIIeHUEM
crepougorenesa [1].

[Ipuunnoii Bcex dopm BIAKH sBmsroTcs my-
Talliy TEHOB, OTBCUAIOINIUX 32 CHHTE3 ()EPMECHTOB
Wi Ko(hepMEHTOB B IpoIlecce 00pa3oBaHUS KOp-
TH30I1a, a Takxke reHa STAR, KonupyroIero 0eok,
KOTOPBII yYacTBYeT B TPAHCIOPTE XOJECTCPHHA
BHYTpb MuTOXoHpHit [7]. s Bcex dopm BIAKH
JI0OKa3aH ayTOCOMHO-PEIECCUBHBIN THUIT Hacleno-
BaHWS, TO €CTh JUIsl TIPOSIBICHUS 3200JICBaHUS HE-
00XOIMMO HaJMuYWe MyTaluii Ha O00OMX aJlIeIIsaxX
(a 3HAUUT, HAPYIIIEHUE TOJDKHO OBITH MOYYEHO OT
oboux poauteneit) [6].

B Hacrosiiiee Bpemsi BBIICISIOT CeMb (HopM
BIKH:

1) nunounaHas TUNepIia3us KOpbl HaJIOYeUHN-

k0B (medurut StAR-nporenHa);

2) nedurut 20,22-1eCcMOa3bI;

3) nebunur 170-ruapokcunassl/17,20-m1a3ser;

4) nedunuT 3 B-ruapOKCUCTEPONIICT UAPOTCHA3KI;

5) nedunut 2 1-THAPOKCUTIA3HL;

6) neunmt 11B-ruapokcunassr;

7) neduuuT OKCUAOPEaYKTa3wI [1].

[Ipu Bcex hopmax BJIKH ormeuaercs nedunut
KOPTH30JIa, YTO MO MEXaHU3MY OTPHUIATEIHHOMN
00paTHOM CBSI3W MPUBOJIUT K MOBBIMIEHUIO YPOBHS

aJPEHOKOPTHUKOTPOITHOTO TOPMOHA M THIIEpILIa-
3UM HAJI0YEYHUKOB. B pesynbrare cTuMynsuun
HA/AMOYCYHUKOB MPOMCXOAUT M30BITOYHOE HAKOI-
JICHWE CTEPOMJIOB, MPEIIICCTBYIOINX (hepMeHTa-
TUBHOMY Osioky. KnmHMueckas kapThHa Kaxaon
¢dopmbl BIAKH oOycrnoBiena aeguuutoM ropmo-
HOB, CHHTE3 KOTOPBIX HEBO3MOXKEH INPH AaHHOM
¢dbepMeHTaTUBHOM OJIOKE, M U30BITKOM HX Tpele-
CTBCHHUKOB [1].

Haunbonee yactas popma BAKH (mo 95% Bcex
ciydaeB) cBsizaHa ¢ nedunurom pepmenta 21-ru-
Ipokcunasbl [5]. PacnpocTpaHEHHOCTh KJaccu-
yeckux (opm apedunurta 21-ruApOKCHIA3BI CO-
crapiseT or 1:14 000 mo 1:18 000 xHMBBIX HOBO-
poxzaeHHbIX B Mupe. [lo JaHHBIM HEOHATaIbHOTO
ckpuauaTa B PO (BBemen B 2006 romy), pacmpo-
CTPaHEHHOCTb 3a00JIeBaHUSl B OTHEIIBHBIX PEruo-
Hax coctasjsgeT oT 1:5000 go 1:12 000, B 11es1oM 110
crpane — 1:9638 sxuBbIX HOBOPOXKAEHHBIX [10].

BIAKH, Bei3BanHas jaedunuroMm 21-rHapok-
CHJIa3bl, ACIUTCS Ha Kilaccudeckue (BUPUIIbHAS
U CONBTEPSIONIast) M HEKJIACCHYECKYI0 (OPMEI.
B GonpmuHcTBE CitydaeB aedunuTa 2 1-ruapoxcu-
Ja3pl OTMEYAETCsl HAIMYue (heHOTUI-TeHOTUITNYe-
ckoit koppemsiuu. Ilpu HyneBoil akTUBHOCTH (hep-
MEHTa ONpPeeIIsIeTCs] TOTAIBHBIN ASHUINT IIIOKO- 1
MUHEPaJIOKOPTUKOUIOB, YTO IMIPUBOUT K COJIBTEPSIO-
HIEMY COCTOSIHHIO B TIE€PUOA HOBOPOXKICHHOCTH U

MEQWLWUHA: TEOPUA W NMPAKTHKA TOM 10

Nel 2025

ISSN 2658-4190 (Print) ISSN 2658-4204 (Online)



CLINICAL CASE

89

BBIPaKCHHOM BUPWIM3ALUHN HAPY>KHBIX T'€HUTAINI
y neBouek. [Ipu ocrarouHolt akTuBHOCTH (hepmeHTa
or 1 no 10% pa3BuBaercst BupuibHas Gopma 3a00-
neBaHusi Oe3 HapyLICHUs] MHHEPATOKOPTUKOMIHOMN
(hyHKIMH, HO TPUBOIAIIAS K BHYTPUYTPOOHOU BH-
punmzauun wiofa. Ilpu aktuBHOCTH epmenta 0o-
nee 10% BupmIM3aMK MPOSBISETCS TOIBKO TOCIE
POXICHUS B BUE MPEKAECBPEMEHHOIO aJipeHapXxe B
4-5 net, yCKOpEeHHUs poCTa U KOCTHOTO BO3pacTa.

OcHoBoii Teparnmu nipu Beex popmax BJIKH sB-
JeTCs Ha3Hau€HHE NIIIOKOKOPTUKOMIOB, KOTOPBIE
3aMEIIAl0T HEeIOCTaTOK KOPTH30ja U YMEHbBIIAIOT
N30BITOYHYIO CEKPELUIO aJAPCHOKOPTHKOTPOITHOTO
TOpMOHA. DTO TPHUBOAUT K CHUKEHHUIO BBIPAOOT-
KM B KOpE€ HAJIOYEYHHKOB TEX CTEPOMIHBIX TOp-
MOHOB, KOTOpPbIE YPE3MEPHO CHUHTE3UPYIOTCSA MpHU
naHHOM (epMeHTaTUBHOM Ooke [5].

B mnacrosimee BpeMsi peKOMEHJIyeTCsl yCTaHaB-
JIMBATh JKEHCKUH TIOJ IIPU POKICHUM BCEM IalMCH-
tam ¢ BJIKH n xapuorunom 46XX, HE3aBUCUMO OT
CTETIeHN BUPWIN3AIMHA HAapYKHBIX ITOJIOBBIX Opra-
HOB [2, 5]. Ilpu BupniM3anuu Hapy>KHbIX TEHUTATIUI
BCEM JIEBOYKAM C KJlacchdeckuMu (opmamu aedu-
nuta 21-rugpokcniasel U nedunura 11p-ruapokcu-
Ja3bl peKOMEHAyeTcsl (peMHHU3MPYIOIas I1acTh-
Ka [3].

Jetn mepBoro roja KM3HM JOJDKHBI HaOIIO-
JaThCS ¢ MepUOAMYHOCTRIO 1 pa3 B 1-3 mecsa,
nasee 10 nmyoeprara — 1 pa3 B 4—6 mecsLes.

B HacTosimiee Bpemst MeTUITMHCKAS TIOMOIIb TPU
B/JIKH He orpaHnuyuBaeTcs TOJIBKO JEKAPCTBEHHOM
Tepanuei U XUPyprudecKuMU BMEIIaTeIbCTBAMU.
JlokazaHo, YTO BCEM CEMBSIM C HOBOPOXKICHHBIMH
¢ BJIKH u nersm ¢ B/IKH (mpeumyuiecTBeHHO B
myoepTaTe) HeoOXoauMa KOHCYIBTAITNS TICUX0JI0Ta,
KOMITETEHTHOTO I10 JIJaHHOMY 3a0oseBanuto [11].

[IpencraBngem cinydald BHPWIBHOW (HOPMBI
BJIKH y B3pocmoro namueHTa, 0COOEHHOCThIO KO-
TOPOTO SIBISIETCS HU3Kasi KOMIUIAEHTHOCTh CEMbH,
€aMoro ManueHTa U BEIOOP MY’>KCKOTO MacIOPTHO-
ro nona. [lanuent Bripa3un cBoe HHPOPMUPOBAH-
HOoe corracue (0pOopMIICHO B TTHCHBMEHHOM BHUIE)
Ha MyOJUKAUIO JAHHOTO KJIIMHUYECKOTO ciyvasl.

KTMHUYECKMI CIYYAI

Ha mpuem k »HIOKpHUHOJIOTY OONAaCTHON KOH-
CYJIFTAaTUBHOW TIOJMMKJIMHUKUA OOpaTwics maiu-
ent K., 26 nmer (BHEeITHNN BT TTAIIUCHTA TIPECTAB-
JIeH Ha pUcyHKe 1).

Kayio6 Ha MOMEHT 0CMOTpa aKTUBHO HE MPeJIb-
ssisi1. [Ipu paccnipoce — Tsra K cojeHOW MUILE,
NaOUIBHOCTD apTEPUaIHLHOTO IABICHUS U YACTOTHI
CepICUYHBIX COKpAaLIeHHUH, 001mas cnadocts. Kpome
TOTO, OTMevas 0O0JEe3HEHHOCTh B MOSICHUYHOM OT-
JieJie O3BOHOYHHUKA IpU (PU3HYECKUX HArpy3Kax.

ITpu cOope aHamHe3a BBISICHWIIOCH, YTO IMalld-
€HT B JICTCKOM BO3pacTe HaOIIofaics ¢ INarHo30M
BJIKH. ITocne goctukeHus COBEPIIEHHOJIETUS 3a
MEIMLIMHCKON TOMOLIbI0 HE oOpamiancs, JeKap-
CTBEHHBIX IIPETAPaTOB HE NPUHUMAIL.

HacnencTBeHHOCTB: CO CIIOB MalyeHTa, OH He
3Ha€T HU O KaKWX JHIOKPHUHHBIX 3a00JIEBaHMSIX
y poacTBeHHUKOB. M3BecTHO, 4TO cTapmuii Opar
OBIJT pOKJIEH B CPOK, B MJIaJI€HUECTBE YCTAHOBIICH-
HBIX IMarHo30B He nMel. CKoHuajcs B 7 MECSLEB.
[TanmeHT 3aTpyaHseTcs Ha3BaTh IPUYUHY CMEPTH,
CChLIAsICh HA TO, YTO C MATEPbIO 3T 0OCTOSTENb-
CTBa HHUKOT/Ia HE 00CYXKAAJHCh.

Anamue3 3aboneBanus: manueHT K. poxaeH B
CPOK, OT BTOpoil OepemenHocTH. TeueHue Oepe-
MEHHOCTH OBLIO OCJIIOKHEHO TOKCUKO30M B I Tpu-
Mmectpe. [Ipu poxxnennn Bec pedenka 3400 1, poct
53 cm. Haxomwics Ha ecTecTBEHHOM BCKapMJIHU-
BaHUU J10 Bo3pacTa 7 Mecdies. [Ipu poxaenuu y
MAIMEHTA BBISIBJIEHO HENMPABUIBHOE CTPOCHUE Ha-
PYXXHBIX IIOJIOBBIX OpraHoBs. B mepuox HOBOpox-
nennoctu BoisiBaeHa BJIKH, BupunbHas dopwma,
YCTaHOBJICH XeHCKUH 1o, reHotun 46XX. B nep-
BbIC HENENM XKM3HM ObUIa MHULHMHUPOBAHA TOPMO-
HaJbHas Tepamus cTepouaamu (IpeIHn30I0H, TH-
JIIPOKOPTHU30H).

Korma manmeHnt poctur Bo3pacTa Tpex JeT,
MaTh CaMOCTOSTEJIBHO IpeKparuia Tepanuo. [la-
Jee JUINTEIBHO 33 MEJUIMHCKOM MOMOIIBIO C pe-
O6enkom He oOpamanach. K sHAOKpuHOIOTY AMs
JUCTIAaHCEPHOTO HAOJIONEHUSI, MOHUTOPUPOBAHUS
3a0oJeBaHMs HE sBIsUIach. [IpoBoAMIOCH BOCIH-
TaHue pebeHka B MyxckoM moie. [lamuent mpo-
JKUBaJI C MaTepblo B HEOONBIIOM MoOcenke. MaTh
npuobpeTaa 1yIsl Hero TpaJulMOHHBIE AJIS Majlb-
YUKOB UI'PYIIKH, MYKCKYIO O/I€K/y, HCIIOJIb30Baja
MY’KCKO€ MMsI TTpU oOpaimmeHnu K pedenky. [1o cob-
CTBCHHOH MHMLIMATHBE MaTh PeIlniIa BO30OHOBUTD
nedeHue, obparuiack ¢ peOEHKOM K MeauaTpy B
10 net. Bputo AMArHOCTUPOBAHO MPEKIECBPEMEH-
HOE TI0JIOBO€ pa3BUTHE, UCTUHHOE, T€TEePOCEKCY-
ampHOe Ha dore BJIKH. Jlamee pebeHok OBLT OC-
MOTpPEH JI€TCKMM HHAOKPHUHOJIOTOM M HalpaBlieH
JUIS TIOJIyYEHUs CHEeIUAIU3UPOBAHHOW MEAMLIMH-
CKOI MOMOILM 3a mpeaenbl TBepckoii obnacTu.

B Bospacte 10 mer 10 wmecsaueB mnpoien
cTalMoHapHoe JeueHue B PailonHoil nerckoil kiu-
HUYecKol OonpHHIle. Ha TOT MOMEHT mpu ocCMoO-
Tpe — TEJOCIIOKEHHE MAacCKyJIMHHOE, aKHE BYJIb-
rapuc Ha Jule U cnuHe. J(ucTanbHOoe 0BOJIOCEHUE
[0 MYXCKOMY THILY, POCT BOJIOC JSIMOZOBUIHBIN.
Mpeimnsl penbedusie. [lynsc 64 B MunyTy, apre-
puansHoe nasienue 110—120/70 mm pr.ct. Hapyx-
HBIC TIOJIOBBIE OpraHbl C(OPMHPOBAHBI MO MYXK-
CKOMY THITY, HEIPaBUJIHHO, MPOMEKHOCTHO-CTBO-
JoBasg THUIIOCHAIus, TECTUKYJIbl OTCYTCTBYIOT,
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Puc. 1. Buemnnii Bux namuenrta K.

Fig. 1. The appearance of patinet K.

KIUTEpOOOpa3HbIi MEHUC CUIILHO UCKPHUBICH MPHU
KpoBeHanosHeHnH, 9—13 cMm. Bxox Bo Brmaramurie
orcytcTtByeT. V+P 3 L3 Ax3 FO. Per rectum 4yetko
MaJbIUPyEeTCs JIyIIacoBO IMPOCTPAHCTBO, Biara-
JIMIIE U TIPOCTaTa HEe OMPEIEISIFOTCS. AyTOUICHTH-
¢dukanus, crnocod MOYEHCITYCKaHHUSI — MY)KCKHE.

I[Ipu ob6cnemoBanuu: 17-TUapOKCHIIpOTECTE-
porn (170HP) 1170 wr/mn (0,33-2,64 Hr/mn);
tecroctepon 15,06 mmons/n (0,49-1,82); kop-
ti30a 112 amons/a (55-690), auruaporecrocte-
pon-cyasdar (ADA-C) — 7,8 mxmonw/n (0,7—
10,3); actpagmon — 150,9 nr/mn (6-27); agpeHo-
KOPTHKOTPOMHBIN ropMoH — 19,2 nir/min (mo 50),
peann — 16,0 mxME/mn (0,5-9,3); ampmocre-
por — 2,9 nr/ma (0,6—-10,4); TOTEHHU3UPYFOIIHIA
ropmon — 0,14 mME/mn (0,6-6,8), dhommukymo-
ctumynupytomuii ropmon — 0,46 MME/ma (0,1—
11,3); nponaxktun — 15,37 mE/ma (1,9-9,6).

VnprpassykoBoe uccinenosanue (Y3U) naamo-
YEUHUKOB: cmpaBa 17x15 mwm, cieBa 17%17 MM.
Crpykrypa 0e3 ocoOeHHOCTEH.

VY3U opraHoB Maioro Tasza: MaTKa cMelle-
Ha BJIEBO, UMeeTCs Cialbrii yrom, 27x11x18 MM,

nreiika 17 MM. M-3x0 cnabo BBIpa)XXeHO, JIMHEH-
Hoe. Mexy MaTKOW M MPSAMOM KUIIKOW OKPYIJIOe
oOpazoBanue 35x29 mMm. B ryObomomoHoYHBIX
CKJIaJIKaX T'OHA/Ibl HE BU3YaJIU3UPYIOTCS. SIMUHUKY
HE BU3YaJIU3UPYIOTCSL.

Y3U opraHoB Majioro Tasa Ha Tepanuu (cMech
3(hUpOB TECTOCTEPOHA): MaTKa MPEKHUX Pa3MEPOB.
SIMYHUKY HU3KO pacrofioKeHsbl, IpaBblid 33%19 MM
¢ dhommukynamu 3—4 mm, neBwid 33x19 MM, doi-
muKynbl 10 5 MMm. Okpyrioe oOpasosanue (IIpen-
crarenbHast Jkenesza?) 25%x27 MM, 0OXBaThIBacT
CPEIHIOI0 TPETh Barajiuiia.

breuta npoBeneHa ypeTpoBarnHOCKONHs: TyOycC
nuctockorna Ne 11 mox BH3yanbHBIM KOHTPOJIEM
NpoBeJIeH B MO4eBOi My3bipb. Cnusucras 000-
JI0YKa MOYEBOTO ITy3bIps HE MU3MEHEHA. YCThsl MO-
YETOYHUKOB PACHOJIOKEHBl THIIMYHO, COMKHYTBI
wioTHo. Han yperpanbHbIM CHUHKTEPOM CEMEH-
HOW Oyropok, B KOTODPBII OTKpBIBAeTCs BIaraiu-
mie. [locnennee mIMHONW OKOJO 6 CM, AMAMETPOM
1,5-2 ¢cM, CKIIaT4aTOCTH CIIM3UCTON 000J0UKHU HET.
Brnaranuie otkiioHeHO BieBo. Busyanusupyercs
HIEEYHBIM KaHal.
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[TanmeHT OBUT OCMOTPEH TCUXOJIOTOM U IICH-
XUaTpoM. BBISBIEHBI JIerkoe KOTHMTHBHOE pac-
CTPOWCTBO, TPEBOKHOCTh, TPYAHOCTH aJ[alTAI[HH.
Bl pekomMeH10BaH Kypc MCUXOTEpAuy 10 MECTY
KUTENbCTBA (M3BECTHO, YTO 3Ta PEKOMEHIAIUS
HUKOTJa HE MCIIOIHSIACH).

[Tocne oOcrnenoBanus manrueHTa oOCYIUI KOH-
curyM. BBIIO MpUHATO pelieHue 0 CMeHe JOKY-
MEHTOB M TOHAJ3KTOMHUU C MOCIETYIOIINM MPOBE-
JIEHUEM JKM3HEHHO HEOOXOIMMBIX OTepanuid co-
IJ1aCHO BBIOPaHHOMY TIOJY.

3akia0uyeHne KOHCHIHYMA:

1. YuuTeiBas BOCHIUTaHHE B MY>KCKOM IIOJIE /10
10 sieT 1 HEMHPOPMUPOBAHHOCTL PeOCHKA, YTBEp-
JUTh BO3MOXKHOCTH aJIalTallii B MYXCKOM Tia-
CIIOPTHOM TIOJIE.

2. PexoMeH10BaTh CMEHY T0JIa C )KEHCKOTO Ia-
CIIOPTHOT'O HA MYKCKOM ITACIIOPTHBIN IOJI C IEpe-
peructpanueit Ha O.M.0. My)CKHe U CMEHOU CO-
OTBETCTBYIOLUX JIOKYMEHTOB.

3. YuuTeiBas BO3MOXKHOCTH TIOSIBJICHHSI MEH-
CTpyalnuil 1o TOPMOHAILHOMY MPOQUII0 U JINHA-
Muke Y3, BO3MOKHOCTh pa3BUTHS T€MaTOMETPHI,
IIPOBECTH JIANTAPOCKONMMYECKYI0 TOHAIIKTOMHUIO C
OIIEHKOM COCTOSIHUS SIMYHUKOB.

4. VnaneHue MaTKy OTJIOKUTh JO COBEPILIEHHO-
JeTHS MAUeHTA.

B otaenennyn momydan nmpenxHU3010H; OblIa Ha-
yara 3aMECTHUTENbHAs Tepamnus CMechbio 3(QHpOB
TECTOCTEPOHA.

Torma sxe, mociie KOHCHUJIMYMa, [aBIIEro 3a-
KJIFOYEHUE O CMEHE MaclopTHOTO 1oJa, B BO3pacTe
10 mer 11 mMecsueB OpoBeIEHA JanapoCKONUye-
CKasg TOHAJPKTOMHUS C ABYX CTOPOH.

Pe3ynbTaThl THCTOIOTHYECKOTO HCCIIETOBAHUS
[10CJIEONEePalMOHHOIO MaTepHaa:

Ilpasas 2onada: MaKpOCKONIMYECKH — W3-
BHUTas MmaroyHas TpyOa 4x0,5x0,2 cM ¢ roHagou
2,5x1x1cm, Ha pa3pe3e TroHama Cepo-KpacHOTO
[IBeTa C MHOXXECTBOM MEJKHX KHCT; MHKPOCKOIIH-
YeCKH — B TUCTONpenaparax onpeaenstorcs gpar-
MEHTBl MaTOYHOH TpyObI OOBIYHOTO BHIA. TkaHb
SIMYHUKA ¢ MHOXXECTBEHHBIMHU THE3JIaMH SIHIEKIIe-
TOK, TPUMOPIUANBHBIMU (OJUTHKYIAMHA, HEMHO-
TOYHCIICHHBIMU (DOJUTUKYISPHBIMU KHCTAMH Pa3-
JIUYHBIX pa3MepoB, OenbIMU TenbllaMu. B BopoTax
OTMEYaeTCs BHIPAXKEHHOE TIOITHOKPOBHE.

Jlesas eonaoa: MakpOCKONIMYECKH — MaTO4Hast
TpyOa 4x0,4x0,3 cM y HpUMOpHaTHHOTO KOHIIA — TH-
nmartuna 1 cMm B muamerpe, ronana 2,5x1,5%1 cM, aHa-
JIOTWYHA OMHMCAaHHOW BBIIIE; MUKPOCKOTIMYECKH — B
THCTOMNpernaparax ONpeeNsIFoTCs TKaHb SIMYHUKA CO
CXOIHBIMHU C TPaBOM I'OHAJION M3MEHEHMSIMH, 3a UC-
KITFOYEHUEM OOJIBIIIEr0 KOJTMYeCTBa (DOIUTUKYISIPHBIX
KHUCT, MaTo4YHast TpyOa OOBIYHOTO CTPOCHHMS C €AMHNY-
HOU Tapary0apHoii KUCTOH y (prMOpHabHOTO KOHIIA.

C 10 jmer o0 COBEPIICHHOJETUSI EXKETOIHO
MPOXOJUJI CTallMOHAPHOE JIEUCHUE 3a TMpenesa-
mu Tsepckoii obnactu (PIKb, r. Mocksa). Ilo-
Jydan JIeYeHHEe W OO0CJelOBaHUE C JUATHO30M:
Bpoxnennas nucyHKIHUS KOPHI HAAIOYEIHUKOB,
BupwibHas (opma. [IpexaeBpeMeHHOE IMOIOBOE
pa3BHUTHE, TeTepoceKkcyaidbHoe B aHamuese. [lo-
cieonepauuoHHbI aroHaaus3Mm. llepBUuHBIN TH-
IIEprOHaOTPONHBIA THUIIOrOHAAU3M. PekoMeHJo-
BaHHOMY JICYCHHIO CJIEI0OBaJl YaCTUYHO — CMECh
3()UPOB TECTOCTEPOHA BBOAMII PETYISPHO, MPE-
HU30JIOH TOSTydall 5 MI, PUHUMAJ HeperyiIsipHO
(M3HAYAILHO PEKOMEHI0BAHO 5 MT 2 pa3a B JICHB).
I[To naHHBIM MEAMIMHCKON JIOKYMEHTAllUM K Te-
panuy NpeIHU30J0HOM AEMOHCTPUPOBAT HU3KYIO
KOMIUTA€HTHOCTh Bce BpeMs HaOmronenus (7 jerT).
B Bo3pacrte 13 net 10 mecsieB Oblia BBITIOTHEHA
OpTOIJIACTUKA: |- ATall MIIACTUKU YPETPHI — CBO-
OOHBIM KOJKHBIM JIOCKYTOM.

B Bo3pacte 14 niet 4 mecsitieB ObLIa BBITIOJHEHA
TJIaCTHKA CTBOJIOBOM ypeTpsl mo Bracka 0e3 ana-
CTOMO30B (B MEpHUOJIe TIOCIIE yIAJICHHS YPETPallb-
HOTO KaTeTepa — MOYEBOU 3aTEK B IMPABYIO MOIIIO-
HOYHYIO CKIIAJIKY).

B cnemyromyro rocmuTamu3aiuioo, B BO3pacTe
14 net 11 MecsiueB, BBITOIHEHBI LUCTOTOMMUS, Op-
TOIUIACTUKA, YIIIMBAHUE CBUILCH HEOYPETPHI.

B 15 net 5 mecsueB npoBe/ieHa miiacTUKa ypeT-
pbl, IPOTE3UPOBAHUE TECTUKYJA CIpaBa (TEKCTY-
pupoBaHHbIi 24,0 cm?).

[lpn nuHAMUYECKOM KOHTpOJIE OBLT JOCTHTHYT
poct 163 cm. Koctaerit Bo3pact B 10 et 9 mecsiieB
(Ipy TIepBOY TOCTIMTATHM3AIMKA B CTaIFoHap T. Mo-
CKBBI) ObLT OrleHeH Ha 17,5 net. B Bo3pacre 13 ner
MIPY KOHTPOJIE PEHTTEHOTPaMMBI KUCTH 30HBI POCTa
OIICHEHBI KaK 3aKphIThie. bblUla 3HAUNTENbHAS TIPH-
OaBka Maccel Tena — 10 Kr 3a 7 JieT HaOJIIONCHUH,
MIpUYEeM OTMEUAINCh 3HAYNTEbHBIC KOJIeOaHHs Beca.

B Tedenue mocrmeqHUX JET PEKOMEHIOBAHHYIO
Tepanuio He MPUHUMAET. DHIOKPUHOIOTOM HE OC-
MatpuBaics. OTpUIaTeNbHON AMHAMUKHU COCTOS-
HUS Ha 5TOM (pOHE, CO CJIOB MTaleHTa, HET.

B cBa3u ¢ xamobaMu CO CTOPOHBI TMOSICHUY-
HO-KPECTIIOBOTO OTJeNa IO3BOHOYHHKA (00JH)
Hadan oOcjeloBaHWE y HEBPOJIOTa, HAIMPABICH K
SHJOKpUHONOTY OONacTHYI0 KOHCYJIBTaTHBHYIO
MONUKIWHUKY T. TBepu. ['ociurannsupoBaH B 9H-
JIOKPUHOJIOTHYECKOE OTJIeNIeHHue i 00ciieoBa-
HUSI, KOPPEKIINN TEParTHH.

OOBEKTUBHBIN OCMOTP Ha MOMEHT TOCIHUTAIN3a-
nuu: Ob1mIee cocTosHue ymoBieTBopuTenpHOe. Co-
3HaHUe sicHOE. TeI0CIoKEeHUE 10 H30CEKCYaTbHOMY
tuny. Ilutanue nossimenHoe. Poct 162 cwm, Bec
73 kr. Unpekc Macesl Tena 27,8 kr/m>.

KoxHble MOKPOBBI YIOBICTBOPUTEILHOM BIIAXK-
HOCTH, cMyTiible. OBOJIOCEHNE B TOPMOHO3aBUCUMBIX
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30HaX CKyznHoe. Buaumble cim3ucTbie 000J0YKH
po3oBeie. [lepudepuyeckux orexoB Her. Koct-
HO-MBIILIEUHAs! CUCTEMa: HEBBIPAXKEHHBIN CKOJIHO3,
najblanus napaBepTeOpalbHBIX TOYeK 0e3001e3-
HEHHas BO BCEX OTZENax [I03BOHOYHUKA. [ pynHble
xene3bl Oe3 yrmorHeHud. Beigenenwnii Het. 1lm-
TOBUJHAS jKeJie3a He yBeJIMuYeHa, HEOTHOPOJIHAsd,
MO/IBIOKHAsA, O0e300iIe3HEeHHAs. Y3II0BbIe 00pa3oBa-
HUS OTYETIMBO HE MajbnupyroTcs. [7azHele cuM-
NITOMBI OTpHIIaTeNbHBIE. DK30(pTamsMa HeT. Tpe-
Mopa najbleB pyk HeT. [lapamuToBuHbIe Kene3bl
He nanenupytorcs. Cumnrom Tpycco oTpuLaress-
HbI. CuMnTom XBocTeka oTpuLaTenbHbIi. Cucre-
Ma OpPTaHOB JIBIXaHMS: YaCTOTA JIbIXaTEIbHBIX JIBH-
skeHui 15 B Mmunyty. Ilynbc: yactora 82 B MUHYTY,
YJIOBIIETBOPUTEIBHOTO HAIOIHEHUS, PUTMUYHBIN.
Aptepuansroe nasienue 120/80 mm pr.cT. ToHBI
cepaua sicHble, puTMUUHbIe. HapyHble mojoBbIe
OpraHbl MOCJI€ MIACTUKH COPMHUPOBAHBI 110 MYX-
CKOMY THUITy, 0OBEKTHBHO AC(PEKTOB HE BBISIBICHO
(puc. 2). OTknoHeHNH (PU3NOTOTHUYECKUX OTIIPAB-
JIEHUH HE OTMEYaeT.

IIpu oOcnenoBaHUM B KIMHUYECKOM aHaJIHM3e

KpoBU: Temorinooun — 158,2 r/m, B ocTanbHOM
0e3 ocobenHocrell. B OMOXMMHYECKOM aHaJH-
3¢ KpoBW: Kamuih — 4,4 MMOIbB/JI, HaTpUH —

139,0 mMmonw/m; KamepHuih — 2,75 MMOIL/II;
tdbochop meoprammueckmit — 1,59 wMmomb/i;
rroko3a — 5,0 Mmonb/n; OunupyOuH o0t —
12,0  MkMonb/;  acmaprataMuHOTpaHcdepa-
3a — 27,8 En/n; amanmHamuHOTpaHcdepasza —
43,2 En/n; moueBuHa — 3,9 MMOJIB/JI; KPEaTUHUH
KpoBU — 67,0 MKMOJIB/T; CKOPOCTH KITYOOYKOBOM
¢unsrpanuu (CKD-EPI) — 126,1 ma/mun/1,73m?%;
xojecTepu — 3,48 MMOJIB/T; TPUDIHAICPUIABI —
2,42 mmodnb/it; mwenounas gocedaraza — 56,0 En/m;
MoueBasi Kuciota — 455 MKMOIB/I; O-aMuiIasa
obmass — 67 En/m; XolecTepuH JHUIONPOTENHOB
BBICOKOM INIOTHOCTH 0,81 MMoB/1; XOJe-
CTEpHUH IUIIONPOTEMHOB HU3KOH IUIOTHOCTH —
3,58 MMOab/11; 001mMil 6emok — 79,5 /7.

Puc. 2. Hapy>xHble n0JI0BbIE OpraHsbl (I0Cie IaCTUKN)

Fig. 2. External genitalia (after plastic surgery)

HUccnenoBanuss B  AUHAMHKE: Kalluid —
4,0 mMonb/it; Hatpuit — 142,0 MMOJIB/1T; Kajb-
1095071 2,61 mMonw/n1; ¢ochop Heopranude-
ckuit — 1,15 mmonb/n. 'eMOrnoOuH TIMKHUPO-
BaHHBIA — 41,0 MMOJB/T; IO TIUKUPOBAHHOTO
remMoriioOnHa ot reMoriaoouHa oomero 5,9%. Kon-
TPOJIb IJIMKEMUYECKOTO MPOQUIsl B TEUCHUE HS
BBISIBUJI SITHU30/bI MMOCTIPAHANAIBHOTO CHIDKEHUS
YPOBHS TIIMKEMHHU 10 2,7 MMOJIB/1 (depe3 2 yaca
TTOCJIC CITBI).

NmMmyHOXUMUYECKHE aHaJIN3bI KpOBH:
170HP >30,0 ar/mi, xoptuzon — 73,95 HMOIB/1
(190—650), aaPCHOKOPTUKOTPOITHBI TOPMOH —
930 rir/mn (o 46), peana — 134 mxME/Mi (1o 89),
anpocTepoH — 454 nr/mn (mo 315), Tupeorpor-
el TopmMoH — 2,20 En/mn (0,4-4), THpOKCUH
cBoOoaHBIr — 17,20 mMoms/n (10-21), anTHTENa K
TupeoniHoi nepokcunaze — 0,49 Hr/mn (Hopma),
(hommmkynocTuMymupyromuii ropmMoH — 1,46 MME/mn
(1,5-12,4), nOTCUHU3UPYIOIIUHA TOPMOH  —
0,01 mEn/mn (1,7-8), mponmaktua — 23,67 Hr/Mi
(3-18), recroctepon — 3,66 amonb/1 (8,33-30,19),
ACTPaJMOIN OUONOTHYECKU JTOCTYNHBIN — 34,21 mr/mn
(11,26-43,25), uacymua — 9,21 MxME/ma (2,6—
24.9), maparupeouanbiii ropmon — 40,80 mr/mi
(15-65).

Bt moaTBEepKACH AMAarHo3: OCHOBHOE 3aboiie-
Baane — E25.0 Bpoxnennas aucyHKITUS KOPHI
HaJIIOYCYHUKOB, BUPWIbHAs (opMa, JIESKOMIICH-
canua. CocTosHHE TIOCHE JIamapoCKOMHUYECKON
TOHAJPKTOMHH C JBYX CTOPOH, OPTOILIACTHKH,
TUTACTUKM CTBOJIOBOM ypeTpbl 0e3 aHactoMo3a Mo
Bracka, mmactukum yperpsl, pOTE3UpPOBAHUS Te-
CTHKYJIa CIIpaBa, MPOTE3UPOBAHMUSI JIEBOTO SUYKA.

OcnoxHeHUs OCHOBHOTO 3a00eBaHMs:
E22.8 TlpexneBpeMeHHOE MOJIOBOE pa3BUTHE, HC-
THHHOE, TeTePOCEKCyaIbHOE B aHAMHE3e.

ConyrcTBytomue 3aboneBanus: E89.8 Ilep-
BUYHBIM T'MIOTOHAJOTPONHBIA TUIOTOHAIU3M.
[TocneonepauOHHBIM aroHaInu3M. Cocros-
HUE TOCJIC TUIACTUKM HAPYKHBIX TCHUTAIUN 110
MYXCKOMY THITY, TPOTE3UPOBAHHUS TECTHKYII.
E22.1 I'mnepnponakTuHeMus BTOpPHYHAs, (QYHK-
[IMOHAJbHAS.

B oraeneHun mHUIMUpOBaHA Tepamus THIPO-
KOPTHU30HOM. BBUIM JaHBI PEKOMEHIAIUU JIJIS Te-
panuu amOyiIaToOpHO, BKIIOYAIOIINE 3aMECTUTENb-
HYI0 TOPMOHAJIBHYIO TEPAIUI0 TIFOKOKOPTHKOM]I-
HBIMH TIpeniapaTaMy U MpenaparaM TECTOCTEpOHa
(cmech 3¢pupoB TecTocTepoHa 250 Mr BHYTPHMBI-
medHo 1 pa3 B 28 mHEHW WM TECTOCTEpOH YHEIeKa-
Hoat 1000 Mr BHyTpuMbIIedHO 1 pa3 B 3 mMecsna).

J1y1s1 MOHMTOPHHTa PEKOMEH/IOBAHO TaKXKe KOH-
TPOJIUPOBATH apTEPUATHHOE JABICHHE W YaCTOTY
CEpJICYHBIX COKpAICHUN €XKEAHEBHO, YPOBHHU Ka-
Tusl, HATPUS B TUHAMHUKE, KIIMHUYECKOTO aHan3a
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KpOBHU, OMOXMMHYECKOTO aHan3a KPOBH, aHAIU3
kpoBu Ha 170HP, anpeHOKOpPTHKOTpONHBIH, (oII-
JIUKYJIOCTUMYIHPYIOIIHHA, JTIOTEMHOCTUMYIUPYIO-
LM TOPMOHBI, TECTOCTEPOH, MPOJIAKTHH Ha (oHe
3aMECTUTEILHOW TOPMOHAJIBHOM Tepanuu.

ObCYXKIEHUE W BbIBOIbI

IlpencraBiieHHbI KIMHUYECKUW ciydal je-
MOHCTPUPYET CJIOKHOCTH BEICHHUS MalUUEHTa C
BupuibHOM Gopmoit BIKH, xoTopslii He momydan
HEOOXOIMMOTO JIEYeHHS B TEUYEHHUE MPOIOTIKH-
TEJIBHOTO Mepuoja AETCTBA M Jajiee BO B3POCIOM
BO3pacTe, YTO CBS3aHO C HU3KOW KOMILIA€HTHO-
cThto. OTCyTCTBHE MNOCTATOYHOM ICUXOJIOTHYE-
CKOM MOJAEPKKH CEMbU B IaHHOM IIPUMEPE MOXK-
HO paccMaTpHUBaTh KaK OJHY U3 OCHOBHBIX IPUYMH
OTCYTCTBHUS TPHUBEPKEHHOCTH JedeHnto. Kpome
TOTO, OCOOCHHOCTBIO CiIydas SIBIISICTCS W BBIOOP
MY>KCKOTO MacHOPTHOTO M0Ja, KOTOPBIA, BEpOST-
HO, OBIT 9acTHYHO 000CHOBaH (PaKTHUCCKHM 00-
palueHueM 3a jiedeHueM B Bozpacte 10 jeT.

[Tpu BupunsHo# popme BIKH nposenenne xu-
PYpPruyecKoi KOPpEeKUUH B IEPBBIN IO/ )KU3HU pe-
OcHKa cumTaercsi Oojiee OIarONMPHUSITHBIM KakK s
JeTel, Tak U I uX ponurtenei [4, 9]. Pekomen-
JIAllUU O MPENNOYTUTEILHOM IIPOBEEHUN paHHEN
[JIACTUKHU HapY>KHBIX ITOJIOBBIX OPTaHOB y JIEBOUYEK
¢ BJIKH ocHOoBaHbl Ha MOJOXUTEIBHOM BIUSHUHI
JCTPOTEHOB B TIEPBBIE MeECAIBl KU3HU peOeHkKa,
yIy4IIeHUN B3aNMOOTHOIICHUH B ceMbe (4TO 00b-
SICHACTCSI CHATUEM (PaKTOpa cTpecca — MYKCKOTO
THUMA CTPOCHHSI HAPYKHBIX IMOJOBBIX OPraHOB Yy
neBoukH) [2, 8]. BeposiTHO, Xupypruueckasi Kop-
pEKLUs MOJOBBIX OPraHOB B IMEPBBIM TOJ KU3HU
1 TICUXOJIOTMYECKas MOJAEpKKAa CEMbH, aKTHUBHOE
MOHUTOPUPOBAHNE TEPAITMH MOTJIN OKa3aTh Oiaro-
MPUATHOE BIMUSHUE HA TaJIbHEHIIee KaueCTBO JKU3-
HU TalMeHTa.

B 3akntoueHune noquepkuBaeM, 4YTo MpuUMep mna-
nuenTa K. emie pa3 noka3piBaeT Ba)KHOCTb aKTHB-
HOI'O MOHHUTOPUPOBAHUS TEPANUU M ICUXOJIOTHU-
YECKOI0 COINPOBOXKACHUS MAllEeHTOB, YIEHOB HX
ceMbH npH Kiaccuueckor popme BJIKH.

10NOAHUTE/IbHAA UHPOPMALINA

Bkaaa aBropos. Bce aBTOpHl BHECIu cyuie-
CTBEHHBIM BKJIaJl B pa3pabOTKy KOHIIETIIHH, MPO-
BEJIICHUE UCCIEAOBaHUA M IIOATOTOBKY CTaTbH,
MPOYIH W ONOOpHIN (QUHAIBHYIO BEPCHIO TEpe]
myOIrKaIuen.

KoH(paukT uHTEpecoB. ABTOPHI 1EKIApUPYIOT
OTCYTCTBHE SIBHBIX M TMOTCHIHAIBHBIX KOHMIUK-
TOB MHTEPECOB, CBSI3aHHBIX C MyOIUKaIMei HACTO-
SIIEH CTaThU.

Herounuk ¢uHaHcupoBaHUsL. ABTOpHL 3a-
SIBJISFOT 00 OTCYTCTBHM BHEIIHETro (hMHAHCHUPOBa-
HUS IIPU IIPOBEJCHUH UCCIIEJOBAHMS.

HNndopmupoBanHoe coriacue Ha myOaumKa-
LHHI0. ABTOPBI IOIYYMJIM [HCBMEHHOE COIVIacHe
NalUeHTa Ha MyOJMKaII0 MEJUIIMHCKUX JaHHBIX.
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