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CNYYAN AEOULUTA 17B-TUAPOKCUCTEPOUALETNAPOITEHA3bI 3-TO TUMA @

B MPAKTUKE B3POCJ1IOIo SHAOKPUHOJIOIA saiee’
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M.IO. IOKnHa, A.A. KonogkinHa, T.A. loHomapeBa

HaunoHanbHbIN MegULUMHCKUIA MCCNefoBaTeNbCKUA LEHTP SHAOKPUHoNorum, Mocksa, Poccua

Deduunt pepmeHTa 17B-rngpokcmctepongaerugporeHassl 3-ro tuna (17-FCAM-3) — opHa us pegknx dopm 46,XY HapyLue-
Hua dopmuposaHua nona (HOM), Nnpy KOTOPOM CHUXKAETCA KOHBEPCUA aHAPOCTEHANOHA B TECTOCTEPOH, a KNMHUYECKue
nposasneHns 3abonesaHnA oNpeaenaTcAa OCTaTOYHON akKTMBHOCTbIO depmeHTa. [lnarHocTtuka geduuurta 17-ICAN-3 ocHoBa-
Ha Ha Pe3KO CHMXEHHOM COOTHOLLIEHNW TECTOCTEPOH/aHAPOCTEHANOH, KoTopoe npu aeduunte 17-FCAN-3 Bceraa meHee 0,8.
Maunentam ¢ gedpuuymtom 17-ICA-3, Kak NpaBuo, NPEANNCHIBAETCA XKEHCKUIM NOJI, U OHU BOCMUTbIBAOTCA COOTBETCTBEH-
Ho. Ecnu gmarHo3 yctaHaBnuBaeTca fo nybepTaTa, NauneHT BOCMMTLIBAETCA B XKEHCKOM nosie 6e3 Kakux-nmbo npossneHun
reHAepHOro HeCOOTBETCTBUSA, PEKOMEHAYETCA rOHAAIKTOMUA, YUMTbIBasA PUCK Pa3BUTUA MaCKyIMHMU3aLUUN U Ha3HayeHue
Tepanuu scTporeHamu ¢ Bo3pacTta nybeptata. Ecnu guarHos geduuurta 17-ICAM-3 ycraHaBnmBaeTcA B nepuof nybepraTa,
Korga MaHmbecTnpyeT BUpUM3aLms, TakTKa leueHnsa onpefensaeTca nocnae KOMMIEKCHOro NCUXonornyeckoro Tectmpo-
BaHMWA 1 BbIbopa Nosa naureHToM. Y naumeHToB ¢ 6onee BbipaXeHHON MacKynHM3aUmen unm AMarHo3om, yCTaHOBSIEHHbIM
BCKOpe nocine poxaeHnsa, KOTOPbIX PErMCTPUPYIOT U BOCMMTBIBAIOT B MY>KCKOM NoJie, Tepanua npenapatammy TeCToCcTepoHa
nomoraet fobuTbCA My>cKkoro gpeHoTuna.

JocTatouHo yacto npu geduunte 17-FCAM-3 13-3a BbIpakeHHOW BUPUAM3aL MK B NePrOA NONOBOro Co3peBaHnaA y nauu-
eHTOB npouncxoant GopMrpoBaHmue My>KcKoro reHaepa. lostomy npu gaHHon popme HOIM Hepeako npouncxoant Gopmu-
pOBaHVe reHgepHOro HeCOOTBETCTBMA, UTO NPUBOAMT K HEOBXOAMMOCTU NpoBeAeHUA reHaepHo-apPrpmaTMBHBIX NPO-
ueayp.

B cTaTbe npeacTaBneHo onmcaHme KNMHUYECKOro Ciyyas nosfHen anarHoctnkn geduunta 17-ICAM-3, ceA3aHHOro ¢ poau-
Tenbckoli Bonel. OnucaHbl 3Tanbl AMarHOCTUYECKOro NpoLecca 1 TakTKa BefleHnA naumeHTa.

KJTKOYEBbIE CJ/IOBA: decpuyum 173-2udpokcucmepouddezudpozeHassl 3 mund; aHOpoCcmeHOUOH; HapyuleHue (hopMuposaHus nond.

A CASE OF 17B-HYDROXYSTEROID DEHYDROGENASE DEFICIENCY TYPE 3 IN ADULT
ENDOCRINOLOGIST PRACTICE
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17B-Hydroxysteroid dehydrogenase 3 deficiency (17HSD3) is a rare autosomal recessive cause of 46, XY disorders of sex
development resulting from HSD17B3 gene mutations, in which conversion of androstenedione to testosterone is impared.
The clinical signs of 17HSD3 deficiency depend on the residual activity of the enzyme. The diagnosis of 17HSD3 defi-
ciency is based on reduced testosterone/androstenedione ratio (T/AD < 0.8). Patients are usually assigned at birth and
raise as female. If the diagnosis is made before puberty, gonadectomy is recommended, taking into account the risk of
masculinization during the puberty and estrogen therapy initiation in this period. If the diagnosis of 177HSD3 deficiency
is established during puberty, when virilization manifests, the therapeutic strategy is based on the results of compre-
hensive psychological testing and gender identity of a patient. In patients with more pronounced masculinization or
diagnosis established shortly after birth, who are assigned at birth and raise as male, testosterone therapy is used to
achieve a male phenotype.

The 17HSD3 deficiency and virilization often result in a change of gender identity during puberty.

The article presents a clinical case of 17-Bhydroxysteroid dehydrogenase type 3 deficiency with late diagnosis due to paren-
tal will. The diagnostic approaches and management of the disease are also described.
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AKTYAJIbHOCTb

HapyweHue dopmmpoaHnsa nona (HOM) — cocTosaHme,
CBA3aHHOE C KIIMHUKO-OMOXUMUYECKUM MPOABIEHNEM He-
COOTBETCTBUA MEXIY FeHeTUYEeCKUM, FroHagHbIM n/unu de-
HoTUNMYecknm nonom [1, 2]. YacTtoTa BCTpeyaeMoCcTu Knac-

cuyecknx Bapuanto HOMM 46,XY npunbnmnsutensHo 1:20 000.
Jo 2006 r. ana onucaHuA 3TON rpynnbl 3aboneBaHWin nc-
Mosib30BascA TEPMUH «repmadpoanTram». Knaccndurkaums
HOIM npeacraBneHa B Tabnmuax 1, 2.

Dednumnt  depmeHTa 17B-rupgpokcncteponaerngpo-
reHasbl 3-ro Tuna (17-ICAM-3) — opgHa m3 pepkmx dopm

Tabnuua 1. I3meHeHUs HoOMeHKNaTypbl HapyweHuii dopmrpoBaHus nona [2]

Table 1. The changes in sex developement disorders nomenclature [2]

Crapas TepmuHonorus

HoBasa TepmuHonorus

lepmadpoauntnam HOM
My»KcKol repmadpogmnTam, HeageKkBaTHas BUpPUIm3auums,

HOIM 46,XY
HernosHas MacKyIMHK3aLus Mioga ¢ Kapuotunom 46XY
*KeHckuin repmacdpoanTiam, BUpUvsauma nioaa HOM 46,XX

C KapuoTtmnom 46,XX

NcTnHHBIN repmadpoantnsm

OBoTtectkynapHoe HOI

XY-KeHwuHa

MonHbIV roHagHbIN gucreHes, 46,XY

XX-My>KunHa

46,XX — tectukynapHoe HOI

Tabnuua 2. Knaccndukauma HapyLieHnn popmmpoBaHna nona [2]

Table 2. The sex developement disorders classification [2]

XpomocoMHoe HapylueHne
dopmupoBaHua nona

HOM 46,XY

HOM 46,XX

45,X0 Cunpgpom LepelweBckoro-
TepHepa n ero BapnaHTbI.

47 XXY Cungpom KnanHdenstepa
W ero BapuaHTbI.

45,X0/46,XY; 46,XX/46,XY
(cmellaHHan OBOTECTUKYNAPHAA
dopma HOIM, xumepusm no nonoBbIM
XpPOMOCOMam)

HapyweHus popmuposaHus 2oHad
(auuko)

1.YucTasa gucreHesus Aandek
(cunppom Swyer).

2.CmelaHHas anucreHesns snyek.

3.CnHAPOM aMBpUOHanbHOM
perpeccum roHag
(CMHOPOM pyAVMMEHTaPHbIX ANYEK)

HapyweHue ¢popmuposarus 2oHao
(AUYHUK)

1.0BoTecTnkynapHoe HOI.

2.TectukynapHoe HOI
(TpaHcnokauua SRY Ha X xpomocomy,
nBolHas konusa SOX9).

3.AucreHesna roHas

Jedekmel 6uocuHmesa usu delicmaus
mecmocmepoHa

1. dedeKkTbl BNIOCMHTE3a TECTOCTEPOHa:

aedununTbl 17B-rngpokcncrepon
AAerngporeHasbl, 5a-pefyKrasbl,
fedwvuymt 33-MCAN, STAR-myTauumn.

2. ledpeKTbl fencTena
TECTOCTEPOHA: CUHAPOM
HeuyBCTBUTENbHOCTM K aHLpOreHam
(nonHasa n HenonHaa Gopmbl).

3. dedekTbl peyentopa JII:
annasvs 1 runonnasus KneTok
Jlenpgura.

4, [ledeKTbl CUHTE3a N AeNCTBUSA
aHTU-MIONNepoBa FOPMOHa
(CMHApPOM NepcucTeHL N
MIOJJIEPOBbIX MPOTOKOB)

M3661mok aHOpozeHo8

1. dedunumt 21-rugpoKcrnassi.
2. Aedununt 11B-rngpokcnnasbol.
3.Aeduunt POR

4. QetonnaueHTapHoe HOIT:
aeduunt apomarasbl.

5.MatepuHckoe HOI:
noTeoma 6epemeHHbIX;
BHYTPUYTpPOOHas ATPOreHHas
BMpUNn3aLua
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PucyHok 1. Cxema 61oCrHTE3a CTEPOUAHBIX FOPMOHOB

MpumeuaHune: P450scc (CYPT1AT) — 20,22-pecmonasa, unu «bepMeHT, pacliennaiowmnin 60KoBYIO Lierb XonecTeprHa» (SCC — OT aHr.

side chain cleavage); StAR — cTeponaoreHHbI OCTPbIV PerynsTopHbIi 6enok; P450c17 (CYP17A1) — 17a-rupgpokcmnasa; P450c17 + b5 —

17,20-nmna3za (CYP17A1) + cytochrome b5; 3HSD2 — 3f3-rupgpokcuctepovgaerugporenrasa, un 2; 17BHSD1-5 — 17f3-rugpokcnctepovaae-

rmgporeHasa, Tunol 1-5; P450c21 (CYP21A2) — 21-rmgpokcmnasa; P450c11f3 (CYP11B1) — 11B -rupgpokcmnasa; 113HSD2 — 11B-rugpokcu-

cTepounanervaporeHasa, tun 2; P450c11AS (CYP11B2) — anbfocTtepoHcMHTasa; INA — permaposnuaHapocTepoH; 5aR2 — 5a-pepykrasa
2,P450arom — apomarasa.

Figure 1. Steroid hormone biosynthesis pathway

Note. P450scc (CYPT11A7) — 20,22-desmolase (cholesterol side-chain cleavage); StAR-steroidogenic acute regulatory protein;

P450c17 (CYP17A1) — 17 alpha(a)-hydroxylase; P450c17 + b5-17,20-lyase (CYP17AT) + cytochrome b5; 3BHSD2 — 3B-hydroxysteroid

dehydrogenase, type 2; 17BHSD1-5 — 17B-hydroxysteroid dehydrogenase, types 1-5; P450c21 (CYP21A2) — 21-hydroxylase; P450c11f3

(CYP11B1) — 11B-hydroxylase; 11BHSD2 — 11B-hydroxysteroid dehydrogenase, type 2; P450c11AS (CYP11B2)-aldosterone synthase;
Or3A — dehydroepiandrosterone; 5aR2 — 5a-reductase 2; P450arom — aromatase.

HapyLweHus popmmpoBaHus nona 46,XY, npyu KOTOPOM CHU-
XaeTcAa KOHBepCUA aHAPOCTEHANOHA B TECTOCTEPOH (puc. 1).
DepmeHT NpeacTaBeH TONbKO B TECTUKYNAPHOM TKaHMU.
Hanuume Y-xpomocomsl (reHa SRY) obycnaenusaet ¢op-
MUPOBaHME MYXCKOro rOHaJHOro Mona, Torga Kak passuTme
MY>KCKUX Fr€HUTaNunM 3aBUCUT OT YPOBHA aHAPOreHOB BO Bpe-
Msi BHYTPUYTPOOHOrO nepuoga u YyBCTBUTENBHOCTM K HUM
OpraHoB-MuLleHeln. HapylueHne 61MocrHTE3a TeCTOCTepPOHa
NPUBOANT KaK K HeJOCTaTOYHOW BUPWUAN3ALMM HAPYXHbIX
reHUTanuin, Tak 1 HeJOPa3BUTUIO BHYTPEHHUX MOJIOBbIX Op-
raHOB Y MY>KUMH (CEMEHHUKOB, CEMABBIHOCALLNX MPOTOKOB,
CeMeHHbIX My3bIPbKOB, MPOCTaThbl). B HagnoyeyHrKax 1 roHa-
[ax HavyasibHble 3Tanbl CTePOVAOreHe3a OAUHAKOBDI, @ NPeob-
pa3oBaHue aHAPOCTEHAMOHA B TECTOCTEPOH MO AENCTBMEM
depmenTa 17-TCAM-3 NponcxoauT TONbKO B siMukax [1, 2].
Mpwn pedpuunte 17-ICAM-3 He NpoUCxoanT AOCTAaTOYHOM
BHYTPUYTPOOHON MACKYNIMHM3aUUN HaPY>KHbIX TeHUTANIA,
33 CYeT Yero NaLVEHTOB YacTO PErucTpupyoT B MEHCKOM
none npu poxaeHnn. OcobeHHOCTbIO 3Toro BapraHta HOM

ABMAETCA MACKy/MHM3aUusi B nepuog nybepraTta 3a cyet
BHEroHaJHOW KOHBEPCUY aHAPOCTEHANOHA B TECTOCTEPOH.

KnuHuueckne npossneHua gedwvuyuta 17-FCAM-3 oby-
CJIOBJIEHbI OCTAaTOYHOW aKTMBHOCTbIO dpepmMeHTa. Yalle Bce-
ro nauuneHTbl ¢ gepuuutom 17-ICAM-3 n kapnotunom 46,XY
UMEIOT CTPOEHME HAPYXHbIX MOJIOBbIX OPraHOB MO XEeHCKOo-
My TWMY, B psAge CJlyyaeB C Knutopomeranuvei. MNMaymeHTol
MMeIOT CIeNno 3aKaHUYMBAOLEeeCs BRaranuLle, TakKe MOXeT
HabnogaTbca cpalieHue 60nblwKx NonoBbix ry6b. TecTuky-
Nbl Yalle BCEro pPacnonaralTcs B MAXOBbIX KaHanax vau
ryOOMOLLOHOYHBIX CKNagKax, pexe B OPIOLWHOM MONoCTu.
Mpowr3BogHble BONbGOBbIX MPOTOKOB MMEKT MPU3HaKM M-
Monasnu, NPOU3BOAHbIE MIOJINIEPOBBLIX MPOTOKOB (MaTKa,
MaTOYHbIe TPYObl, CPeAHAS N BHYTPEHHSAS TPETb Baranuiya)
oTcyTcTBytoT. OfHaKO B NUTepaType BCTPEYATCA efUuHNY-
Hble onncaHma MPT opraHoB mManoro Tasa y 3TOW KOropTbl
nauneHToB. Hapy»Hble reHUTanuu pefko, HO MOTyT UMETb
aMOUBANIEHTHOE CTPOEHME WIN YePTbl HELOCTAaTOYHO MaCKy-
NIMHN3MPOBAHHbIX MY>KCKUX F€HUTANN.
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B nepnog nonosoro cospeBaHua nopg AencTBMEM FO-
HaZOTPOMUHOB B TeCTMKYNax aKTUBMPYeTCcA cTepoupo-
reHes v NPOUCXOANT NOBbIWEHNE YPOBHA aHAPOCTEHAM-
oHa. lNopg penctBnem BHEroHagHbIX N30popM depMeHTa
17-ICAr (8 ocHosHom 17-ICAI 5-ro Tvna) aHAPOCTEHAN-
OH KOHBEepPTUpYyeTCcA B TeCTOCTEPOH. HapacTaHne ypoBHA
TECTOCTEPOHA 3aKOHOMEPHO MPUBOAUT K BUPUNM3aAL UK
nauneHToB B nybepTaTte. B nabopatopHbix aHanu3ax y na-
umeHToB ¢ gedpuuuntom 17-ICAM-3, Kak npasuo, onpeae-
NAETCA CHUMKEHHbIN YPOBeHb TecTocTepoHa. lNog gencreum-
em 17-ITCAr 1-ro u 2-ro TMNOB NPOUCXOAUT AanbHenwan
KOHBEPCUA aHAPOCTEHANOHA B 3CTPOH 1 3CTpaauorn, no-
3TOMY Y YacCTu NauMeHTOB Pa3BUBAOTCA NPU3HAKN TMHe-
KomacTtuu [1-4].

B cTaTbe npuBOAWTCA CNiyYal NauMeHTKM ¢ Aepuumntom
17-TCAr-3, KoTopbli 6bIN MOATBEPXKAEH Ha OCHOBAHUU
MYNbTUCTEPOUAHOrO aHann3a KpoBy METOLOM TaHAEMHON
XpOMaToO-Macc-cnekTpoMeTpumn. MNo3gHAA AnarHoCTrKa 3a-
6oneBaHVA OOYC/IOB/IEHA HEXeNaHWeM poAuTesien yTou-
HATb reHe3 HeMnpaBUJIbHOrO CTPOEHNA HapYXHbIX MOJIOBbIX
OpraHosB.

OMUCAHUE CNYYAA

MaymeHTKa X., 20 net, noctynuna B ®efepanbHoe rocy-
[apcTBeHHOe GlopkeTHoe YyupexpaeHve «HaunoHanbHbIN
MeONLMHCKNA MCCnefoBaTeNbCKUM LEeHTP SHAOKPMHOMO-
rum» MuHuctepcTea 3gpaBooxpaHeHua Poccuickon QOepe-
paunn B mapTe 2022 T. C >kanobamm Ha U3MEHEHWE CTPOEHMA
Tena no My>CKOMy Tny (LUMPOKUe nneyu, pa3Butas MycKy-
natypa), orpybeHuvie ronoca, pocT BOMOC Ha nuue U Tene,
nanbnvpyemoe obpasoBaHve B MPaBoO NMaxoBOW 06MacTy,
OTCYTCTBME MeHCTpyauuin. U3 aHamHe3a n3sBecTHo, YTo nNpu

POXOEeHUN 3aperncTprMpoBaHa B XXeHCKOM noJe. B Bo3pacte
14 net obpatunacb B MNOMVKIVHUKY MO MECTY XUTEbCTBA
C BbllLEeNepeUYncieHHbIMKU Xanobamu. MonHoe obcnegoBa-
Hue [o Bo3pacTa 18 neT He NPOBOAUIOCH MO PENNTNO3HBIM
ybexxgeHnam poguTtenen. Y naumeHTKU ectb CecTpa, 340po-
Ba, MeeT perynapHbii MeHCTpyanbHbIn Lunkn. banskopoa-
CTBEHHbIN Bpak poautenu oTpuuatoT. B 18 nert, Korga nauu-
€HTKa AOCTUINa COBEPLUEHHONETUA 1 BbIWA N3-NOJ ONEKK
poawvTenei, CamoCTOATeNIbHO 06paTUNach A MeaNLIMHCKO-
ro obcnefoBaHusA. B ¢BA3M € OTCYTCTBMEM MEHCTPYANIbHOMO
UMKNA, orpybrieHnem rofoca 1 NporpeccupyioLlen Macky-
NVHU3aUVen BbIMOMHEHO KapuOTUMMPOBaHME — YCTaHOB-
neH myxckon kapunotun 46,XY. [To gaHHbIM OCMOTpa r1He-
KONTOroMm: NMpu Hapy>KHOM OCMOTPe 06J1aCTb KNMTOpPa B BUAE
rosIOBKM NOJSIOBOrO YjieHa ASIMHHOM 4 CM, BXOZ, BO BRaranu-
LWe pasgeneH TOHKOW NonepeyHon neperoponKkon, atpesns
Blarafaviya He BugHa. bonbwre nonosble rybbl chopmupo-
BaHbl MPaBUSIbHO.

Mpu o6cnegoBaHnn o6pawjano Ha ce6s BHMMaHue:
BbICOKUI POCT 182 CM, TeIOCNOXKEHME MO MYXCKOMY TUMy,
Bec 73 kr, IMT 23,3 Kr/kB. M M30bITOYHOE OBOJIOCEHME
Ha nuue n Tene (rmpcyTHoe uncino no wkane PeppumaHa-—
lannBses 19), runonnasua rpygHbix »kenes. B npaBon naxo-
BOW 06n1acTyi Nanbnupyemoe MArko nacTnyeckoe obpaso-
BaHMe 10 3 CM B Anametpe.

B xoAe ropmoHanbHOro aHanunsa BbiIABNEHO: MOBbILLE-
Hue noTenHnsnpytowero ropmoHa (NN, cHMxeHne TecTo-
CTepoHa 1 ero cBo6ofHoON $pakuny OTHOCUTENIbHO pede-
peHcHoro nHtepBana (PU) y my>uuH (no oTHoweHumio K P
y XEHLWMH — MNOBbILEeHNe nokasaTesen), Mo AaHHbIM MyJb-
TUCTEPOUOHOIO aHanM3a KPOoBW: BblpaXKeHHOE MOBbIWEHNE
AHOPOCTEHAMNOHA, CHMKEHME TeCTOCTEPOHA, COOTHOLWEHMe
TecTocTepoH/aHapocTeHanoH — 0,2 (Tabn. 3).

PucyHok 2 a, 6. MPT opraHoB manoro Ta3a nauueHTku X, T2-BU, kopoHanbHasA nnockocTb.

MpumeuaHue: loHagbl B NaxoBblx 061acTaX (CTpenku).
MpaBoe ANYKO (pUC. 2a) PacnoNoKEHO B 06/1aCTV Hapy»KHOTO MaXOBOrO KOJbLa, UMEET MPaBUIbHYIO OBallbHY0 GOPMY, YETKIE KOHTYPbI,
pa3mepbl 3,8x2,5x2,1 cm (06bem 10,37 cm®), CTpyKTypa AndKa ogHopoaHas. MpuaaTok Anyka He onpeaenseTcs.
JleBoe AnuKo (puc. 26) pacnonoxeHo B 061acTy BHYTPEHHEro NaxoBOro KosbLa, MMeeT NpaBuibHY0 0BabHY0 GOpMY, YUeTKUE KOHTYPbI,
pa3mepbl 2,6x2,1x3,3 cm (06bem 9,36 cm®), CTPYKTypa siMuka ogHopoaHas. MNpraaTok simuka He onpeaensercs.

Figure 2 a,b. MRI of the patient X pelvis, T2-WI, coronal plane.

Note: Gonads in the groin (arrows).
The right testicle (Fig. 2a) of an oval shape, legible contours, 3.8x2.5x2.1 cm of size (volume 10.37 cm3), with homogeneous structure is located
in the external inguinal ring area. The epididymis is not defined. The left testicle (Fig. 2b) of an oval shape, legible contours, 2.6x2.1x3.3 cm of
size (volume 9.36 cm3), with homogeneous structure is located in the internal inguinal ring area. The epididymis is not defined.
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PucyHok 3 a, 6. MPT opraHos manoro Tasa nauueHTku X, T2-BU, caruttanbHas (a) v akcranbHas (6) nnockocTu.

MpumeuaHune. TybynapHaa CTPyKTypa peTpoBe3rKanbHOW nokanusaumuu, 6onee BepoATHO COOTBETCTBYHOLAA MMOMNIasnm J1eBOro CeMeH-

Horo ny3bipbka. CpaBa CEMEHHOW Ny3blpeK He BMU3yanusupyetcs. Puc. a, 6: K3agu oT MOYeBOro Ny3bips, fieBee CpefHel IMHWK, onpeae-

nAeTcA Ty6ynapHan CTPyKTYpa C XKMAKOCTHbIM COAePXMMbIM, C HEMOSHLIMU NeperopoaKamu, MakCUManbHOW TOMLWMHOW CTEHKM A0 2,5 cm,
NPOTAXEHHOCTbIO 0 5 cM. MP-crrHan cooTBeTCTBYET CEPO3HOMY COAEPKMMOMY C YPOBHEM ceiuMeHTauuny (CTpesnKkm).

Figure 3 a, b. MRI of the patient X pelvis, T2-WI, saggital (a) and axial (b) plane.

Note. The retrovesical formation of tubular structure is more likely to be the left seminal vesicle hypoplasia. The right seminal vesicle is

not visible.Fig. a, b: a formation of tubular structure filled with fluid, with incomplete partitions, maximum wall thickness up to 2.5 cm

and lenght up to 5 cm is defined posterior to the bladder, to the left of the midline. The MR signal corresponds to serous liquid with legible
sedimentation level (arrows).

PucyHok 4. MPT opraHos masnoro Tasa nauneHntku X, T2 BU, caruttanbHaa naockocTb.
MpumeyaHwue: MNonnasrMpoBaHHAs TKaHb NpeAcTaTeNbHOM »ene3bl (CTpenka).
Figure 4. MRI of the patient X pelvis, T2-WI, saggital plane.

Note: prostate hypoplasia (arrow).

Pe3ynb1'a1'b| WHCTPYMEHTaJIbHOro OGCHGAOBBHMFI POATHO COOTBETCTBYIOWAA rmnonnasnn neBoro CeMeHHoOro

npepcTaBieHbl B Tab. 4.

Ha MPT opraHoB manoro Tasa: [Mnonnasmsa MOLIOH-
K. [ByCTOPOHHUI MaxoBbl Kpuntopxu3m. fmnonnaswus
npencTatenbHOM Xenesbl. [lononHutenbHas TybynspHas
CTPYKTypa. pPeTpoBe3MKanbHOW noKanusauuu, 6onee Be-

ny3sbipbka. Cneno 3akaHuuMBawoWeeca AWCTanbHaA TpeTb
Bnaranuwa (puc. 2-4). letanbHoe onvcaHne npeacTasne-
HO B Tabnuue 4.

Mo paHHbIM Y3U opraHoB manoro Tasa u nNaxoBbiX
KaHaNoB: 3XO-NMPU3HAKN [BYCTOPOHHEro KPUMTOPXM3Ma,
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Ta6bnuua 3. [laHHble nabopatopHoro ob6cnefoBaHyA B xofe rocnutanusaunm B GegepanbHoe rocyaapcTBEHHOE BIofKeTHOe yupexaeHne
«HawuoHanbHbIN MeAULIMHCKIIA NCCNefoBaTeNbCKUIA LIEHTP SHAOKPUHONOMM» MUHUCTEPCTBA 3apaBooxpaHeHns Poccuinckoin Gepepaumn

Table 3. The results of laboratory diagnostics performed in the Endocrinology Research Centre, Moscow

HasBaHme nokasartens Pesynbrar PU
X (ponnukynsapHas ¢aza): 1,9-11,7 Eg/n
ocr 5,04 (noTenHoBasn ¢asa): 1,4-9,6 Ea/n
m: 1,6-9,7 Ea/n
X (ponnukynapHas ¢aza): 2,6-12,1 Eg/n
nr 38,5 (ntoTemHoBan ¢aza): 0,8-15,5 Ea/n
Mm: 2,5-11,0En/n
. x:0,7-2,7 HMmonb/n
TecTocTepoH obwuin 8,03 M: 11,0-28,2 HMOMB/N
. X:4,7-24,9 nmonb/n
TecTocTepoH cBOGOAHbIN 142,0 M: 180,0-410,0 nMonb/n
rcnr 3774 X:27,1-128,0 HMonb/n
(rno6ynuH, cBA3bIBAOLLMIA NOIOBbIE FTOPMOHbI) ! M: 18,3-54,1 Hmonb/n
*: 1,65-11,0 MKMonb/n
HernpgposnuaHgpoctepoHcynbdat 11,34 M: 1,2-13,4 MKMOSB/N
*:1,22-11,7 vr/mn
AHTUMIONNIEPOB rOPMOH 23,5 M: 0,8-14,6 Hr/mn
X (ponnukynapHas ¢asza): 0,8-7,0 HMonb/n
17-OH nporectepoH 12,6 (ntoTenHoBa ¢asa): 1,4-14,2 HMonb/n
m:0,6-11,8 HMoNb/N
: 97,0-592,0 nmonb/n
ScTpaavon 109,33 M: 19,7-242,0 nMonb/n
»K: 94,0-500,0 mEa/n
MponaxTyH 382,1 M: 66,0-436,0 MEA/n
KopTuson, ytpo 390,9 171,0-536,0 HMonb/n
TTT 0,568 0,25-3,5 MME/n
OdurngpoTtectocTepoH 456,0 X:59-572 nr/mn

(BbINOSTHEH NO MECTY XUTENbCTBA NALNEHTKMN)

M: 143-842 nr/mn

Myﬂ bTuctepongH blll aHanns3 KpoBu

AnbpocTepoH 290,0 70,9-980,0 nmonb/n
KopTtumson 171,0 140,0-630,0 HMonb/N
KopTun3soH 58,8 33,0-97,0 Hmonb/n
21-pe3oKkcnkopTnson 0,01 0-1,2 Hmonb/n
KopTukoctepoH 3,2 1,0-50,0 HMonb/n
11-0e30KCMKopTU3ON 0,6 0-10,0 HmonNb/N
AHApPOCTEHANOH 44,3 0,8-9,0 Hmonb/n
TecToCTepOH/aHAPOCTEHANOH 0,2 >0,8
11-0e30KCUKOPTUKOCTEPOH 0,09 0-0,58 Hmonb/n
Tecrocrepon 7.2 *:0,3-2,5 Hmonb/n
Mm: 10,0-35,0 Hmonb/n
17-rmgpokcunporectepoH 54 0,2-6,0 Hmonb/n
JderngposnnaHgpoctepoH 22,4 4-50 Hmonb/n
17-rnapoKcmMnperHeHoNoH 7,2 0-20,0 Hmonb/n
MperHeHonoH 43 0-7,0 Hmonb/n
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Tab6nuua 4. [laHHble HCTPYMeHTanbHoro o6cneposaHusa B OIBY «HaumoHanbHbI MeaMLUHCKNN UccnefoBaTeNbCKUN LLEHTP SHAOKPY-
Honorum» MuHMcTepcTBa 3apaBooxpaHeHmnsa Poccuiickon Oefepaumn

Table 4. The results of instrumental diagnostics performed in the Endocrinology Research Centre, Moscow

Ha3BaHue meToga OnucaHune

Ha cepunax MP-Tomorpamm manoro Ta3a, BbINOSIHEHHbIX B pexkumax T1, T2, DWI, xxugkoctn

B MOSIOCTM MAnoro Ta3a He BblABMEHO.

MoueBon ny3bipb HAaNOJHEH, CTEHKM ero He yTonueHbl. CogepxXnmoe Mo4YeBoro ny3bips
romoreHHoe. CTpyKTypa CTEHOK He U3MeHeHa, cnou auddpepeHuymnpytotca. Hapy»Hble KOHTYpPbI
MOUEeBOro ny3blpa yeTkne. luctanbHble oTae bl MOYETOYHUKOB He paclupeHbl, C YeTKUMM
KOHTYpamu.

K3agu oT MmoueBOro nysbips, eBee CpefHein MMHNKY, onpefensaeTcs TybynsipHasa CTpyKTypa

C >KNAKOCTHBIM COAEPXKNMbIM, C HEMOJTHbIMM NEPEropoAKamMm, MaKCMMasibHOW TONLMHON
CTEHKM [0 2,5 CM, NPOTAXKEHHOCTbIO 10 5 cM. Copepkrmoe 06pa3oBaHNA OQHOPOOHOE,
MP-curHan cooTBeTCTBYeT CEPO3HOMY COAEPKUMOMY C YPOBHEM CeAUMEHTaLnN.
OnpependeTca cneno 3akaHuMBaKLWAACA ANCTaIbHaA YacTb BRaranumwa, gjviHom 4 cm,
NosioCTb WWPUHOM 4 MM. [MnonnasrpoBaHHasA TKaHb NPeAcTaTesIbHOM Xenesbl Cabo
anddepeHumpyeTca.

MowwoHKa He cdopmmpoBaHa. MNpaBoe ANYKO PacnoNioKeHO B 001aCTU HAaPYKHOMO NMaxoBOro
KonbLa, MMeET NPaBUIbHYIO0 OBasibHY0 GOpPMY, UETKME KOHTYpbI, pa3mep 3,8x2,5x2,1 cm
(o6bem 10,37 cm3), cTpYKTYpa siMuka ofHopoaHasA. [puaaTok snyka He onpegensieTcs.

JleBoe AIMUYKO PacnosioKeHO B 0051aCTU BHYTPEHHEO MAXOBOro KOJbLia, UMEET NPaBUIIbHYHO
OBaJIbHYt0 GOpPMy, UETKIME KOHTYpbI, pa3mepbl 2,6x2,1x3,3 cm (06bem 9,36 cM’), CTPYKTYpa AnuKa
opHopogHas. MNpuaaTtok Aandyka He onpegensetca. OTMeyaeTca cpOPMMPOBAHHDBIA MONOBON USEH.
MpAaMas KnwKa He U3MEHEHQ, C HaTMYMeM B MPOCBETE COAEPXKUMOro. MexxknetenbHo Cnesa,
MEXAY NMUCTKaM1 GPIOLLMHBI, OTMEYAETCSA KNCTO3HOe 06pa3oBaHyve A0 9 MM (AynanKaLMoHHas
KucTta 6pioLwiHbi?). TazoBble TMMaTMUeCKme Y31ibl He YBENUYEHbI, CTPYKTYpa X HEe U3MEHEHA.

MPT opraHos
Manoro Tasa

Msrkume TKaHW, CKeneT Manioro Tasa Ha YPOBHAX CKaHMPOBAHUA HE U3MEHEHDI.
3aknoyueHne: lmnonnasua MOWOHKW. [IBYyCTOPOHHMIN NaxoBbli KpMNTOPXM3Mm. [nnonnasuma
npencTaTesibHoOM »ese3bl. [ononHuTenbHasa TyOynsapHas CTPYKTYypa peTpoBe3nKaibHOM
NOKanusaumm cieBa, MOXXeT COOTBETCTBOBATb rMMNoniasnm CeMeHHOro ny3bipbka. lNpasbin
cemMeHHoW nys3blpek He anddepeHumpyetca. Cneno 3akaHUMBaOLWAACA AMCTaNIbHaA TPETb

BRaranuLa.

3a MoueBbIM Ny3blpeM OnpefenseTcsa XMAKOCTb cofieprKallee ob6pa3oBaHve HenpaBusibHOM
oBanbHom dopmbl, pasmep 4,5x1,5x1,6 cm, coefinHsAOLLEECA C YPETPOIA.

Y3U opraHoB
Manoro Tasa
1 NaxoBOro KaHana

CnpaBa Ha Bbixofe 13 NaxoBOro KaHasna onpeaensaeTca ANYKO OQHOPOAHOM CTPYKTYpbI,
HenpasuibHOW OBaNibHO GOpPMbI C BTSXKEHVEM B BEPXHEM MON0Ce, C KanbLUHATOM B Karncyre
C 3XOTeHblo, pa3mep 5,2x1,7x2,7 M, y BEpXHero rnosioca 1 B 0651acTu BTAXeHNA onpeaenseTca
[lBa aH3XOreHHbIX OKPYTIbix 06pa3oBaHus 4. 0,3 cM — KUCTbl NpuaaTka AnyKka?

CneBa B OpIOLLIHON MNONOCTM ONpedensaeTcs ANYKo oBanbHoM Gopmbl, pasmep 3,8x2,1x2,7 cm,
OOHOPOAHON CTPYKTYpPbI, PAAOM ONpPefensAoTCA NeTNN KALLEYHUKA.

MNpaBbln HAAMNOYEYHNK He YBeNnYeH: Teno 5,5 MM, MeguanbHasa HOXKa — 4,5 Mm,
natepanbHaa — 3 MM. [py KOHTPACTHOM ycuneHun otmeyvaetca gnddysHo HeogHopoaHoe
HaKoM/IeHNe KOHTPACTHOro npenaparta Hagno4YeyYHNKOM.

MynbtnucnnpanbHasa KT
HafnoYe4yHNKOB

JleBbIll HAANOYEUYHUK UMeeT HEepPOBHbIE, YETKNE KOHTYPbI: TENO 6,9 MM, B 06/1aCTN OCHOBAHWUA
MefunanbHON HOXKN Y3€JIKOBOE€ yTOJILEHMNE pa3MepoM 10 6X7 MM, NJIOTHOCTbIO B HAaTUBHYIO

a3y po 8 HU, pacnpepeneHune nnotHocTn no ¢asam (apt./BeHo3./oTcpou.): 70/130/27 HU;
B 0651aCTV NaTepasibHOM HOXKM Y3eNKoBOe yTonLeHne J0 6,5 MM MAIOTHOCTbIO B HAaTVMBHYHO
a3y po 11 HU, pacnpegeneHue nnotHocTn no dpasam (apT./BeHo3./oTcpou.): 87/91/62 HU.

npaBoe ANYKO oOnpefenseTca Ha BbIXOAe M3 MaxoBOro
KaHana, NleBoe ANYKO — B 006/1acTX OpPIOWHON MONOCTN.
3a MoueBbIM Ny3blpeM OrnpeaenaeTca XUAKOCTb cojeprKa-
Lee obpa3oBaHVe HeNpPaBUIbHOWM OBasibHOW GOpPMbI, pas-
Mepamun 4,5x1,5x1,6 cm, coegumHAOLWeecsa C ypeTpon.

Mo pesynbratam MynbTUCNMPANLHOW KOMMbIOTEP-
Holl Tomorpa¢um HagnoyeyHukoB: KT-KapTuHa B 60nb-
LIen CTeneHn COOTBETCTBYET Y3eIKOBOW runepniasnm neso-
ro HagnoyeyHvKa.

Mpu ocMmoTpe rMHEKONOroM: Hapy>KHble NONoBble Op-
raHbl HeNPaBWJIbHOIO CTPOEHWUA, KNUTOP YBENMYEH B pas-

Mepax, AJIMHON Ao 4 cM co cGOPMUPOBAHHOW TFONIOBKOW,
WwupuHom Ao 1,5 cm (KnuTopanbHbIn nHgekc — 600 m?2).
Bonbwwre u manble nonoBble ry6bl rMMNOMIa3npPOBaHbI,
Ccnu3ncTan y BXxoda BO BNaranuuie po3osas. Moueucnycka-
TeNbHbI KaHa OTKPbIBAeTCA Nnog KNUTopom. Bxog Bo Bna-
ranuuie ceobopHbin. Virgo. MusnHewn cB060AHO MPOHMKaeT
BO Bnaranuwe. innHa no 3oHay 6-7 cm. Cnpaea B obnactu
HVXKHEI TPEeTM NaxoBOro KaHasna ¢ NepexoioM Ha 60sbLuyio
nonoByto ryby nanbnmpyeTca NnofgBUKHOE NPOAONIroBaToe
obpasoBaHue pasmepom 3,0x2,5 cm, 6e3bonesHeHHOE Npu
nanbnauuu.
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TaknMm 06pa3omM, Ha OCHOBaHWMV aHaMHe3a U KIUHWYe-
CKOW KapTUHbI (HeMpaBuibHOE CTPOEHME FreHNTanun C Npu-
3HaKaMu runepTpodumn KIUTopa, Hanuuyme ANYKa B NaxoBoM
KaHarse, MosBNEHVE BUPUIIM3UPYIOLLMX MPU3HAKOB B Ny6ep-
TaTe, Kapuotun 46,XY), pe3ynbTaTtoB rOPMOHANbHOIO U UH-
CTPYMEHTANbHOIO 00CNefOBaHNA: CHUXEHUE OTHOLIEHUA
TeCTOCTepPOH/aHAPOCTEHANOH MeHee 0,8, aaHHbIXx MPT, Y31
OpraHoB Manoro Tasa, yctaHosneH aebuuut 17-ICAM-3 Kak
npuYnHa HapyLlweHus GopMUPOBaHUsA Nona.

B oTgeneHun npoBefeH KOHCUIMYM COBMECTHO
co cneymnanuctamm VIHCTUTYTa E€TCKOWN SHAOKPUHONOTUN.
B xope 6ecenbl C NaUVEHTKON NOAHMMANCA BOMPOC O ee
reHgepHon ngeHtudukauumu. B ambynatopHom nopspgke
nauveHTka npolna obcnegoBaHne B MOCKOBCKOM ro-
POACKOM NCUXO3HAOKPUHONornyeckom Lentpe (MITISL).
Mo 3akntoyeHunto cneymanmctos MIM3L: «O6pas “A” onpe-
[efieH No MacKy/IMHHOMY TWMY CO CPeAHNMU MoKa3aTesns-
MU N0 GEeMUHUHHOCTU 1 MO MackynnHHocTU. O6pas “Myx-
UMHbI” onpefesieH Mo aHAPOrMHHOMY TUMY CO CPeaHUMMU
3HAYEHUsIMY MO GEeMUHMHHOCTM KauyecTB 1 MO MACKY/UH-
HocTw. MNpeacTaBneHne 06 obpase “MyKumHbl” coBnagaeT
C OOWEeNnpPUHATLIMKA  COUMANIbHbIMWU  MPEeLCTaBIEHUAMN,
YCBOEH B LieNIoM BepHo. B cntyauusx nonoponesoro B3a-
UMOAENCTBNA MaUMEHTKA CTPEMMUTCA AEMOHCTPUPOBATH
M COOTBETCTBOBaTb MY>KCKOI nosioBon ponn. Obpas “xeH-
WMHbI" onpejeNieH No aHAPOTMHHOMY TUMY CO CPegHUMM
3HAYEeHUsIMU MO PEMUHVMHHOCTA WM MO MACKYJIMHHOCTY
KauecTB. peacTtaBneHne o6 obpasze “KeHWwuHbl” chop-
MMPOBAHO HefoCTaTOYyHO. CTUMYSIbI, CBA3aHHbIE C CEKCY-
aNbHOCTbIO, aCCOLMMPYIOTCH M C KEHCKUM, Y C MYMXCKIUM
obpazamu».

MepBOHaYanbHO MaUMeEHTKa NPUHANA pelleHne o npo-
JOJKEHUN XM3HU B KEHCKOM MOJfie 1 Bblpasumia cornacue
Ha NpoBefeHME ONEPATUBHOTO NleYeHUsi B 06 beme roHafidK-
TOMMM C MNOCNEAYIOLWMM Ha3HAUYeHWEeM 3aMeCTUTENIbHON
rOPMOHANIbHOWM Tepanuu 3CTPOreHaMu B HEMNpPepbIBHOM
pexnme. OgHako B nocsiegylolemM oTKasanacb OT rocnmTa-
n13aunn gns onepaTrvBHOIO NIeUYeHVs [0 NPUHATUA CBOEro
pelueHns o Bbibope nona.

OBCYXXAEHUE

Dedwviyut 17-TCAI-3 BnepBble onucaH J. Saez 1 CoaBT.
B 1971 r 1 OTHOCUTCA K ayTOCOMHO-PeLeccMBHbIM 3abone-
BaHuAM. PacnpocTpaHeHHocTb gedpuunta 17-ICAM-3 TOUHO
He u3yyeHa. B Hupgepnangax pacnpoctpaHeHHOCTb 3abo-
nesaHuA 1:147 000 HOBOpPOXAEHHbIX Manbunkos [1]. B pe-
FMOHAX C BbICOKOW YacTOTOM BNM3KOPOACTBEHHbBIX OPAKOB,
Hanpwumep, B CekTope [a3a, yacToTa BbiABNEeHWA geduunta
17-TCAI-3 pocturaet 1 Ha 100-300 HOBOPOXAEHHbIX Mafb-
ynkoB. K HacTosALemMy BpemeHn onncaHo 70 MyTaLum B reHe
HSD17B3, n Bce oHn accounmnpoBarbl ¢ HOIM 46,XY, Hanbo-
nee pacnpocTpaHeHHble: ¢.277 + 4A > T (EBpona, Amepuka),
R80Q (A3una), A203V(natmHckme cTpanbl), C206X (Adpu-
Ka) [3-5]. MyTaumm valle BCTpeyaloTcs B 3K30Hax 3, 9 1 10.
bonblwas yactb MyTaumi NPUBOAUT K MOHOW NOTepe akTuB-
HocTu depmeHTa 17-TCAM-3, npy myTauum R80Q coxpaHseT-
CA HeKoTopas ero akTMBHOCTb [1-9].

Mpwn pedwnunte 17-FTCAI-3 oTCyTCTBYET Koppenauus
reHotTun-GeHOTUN, B OQHON CEMbE NPV OAMHAKOBOW My-
TauMn y NauMeHTOB MOTYT ObITb pa3Hblie GeHOTUNNYECKUE
npossneHua 3abonesaHusa. Oebwvunt 17-ICAM-3 — 3a-

6oneBaHne, KOTOpoe OObIYHO MEPBOHAYANIBHO AMArHO-
CTMpyeTcA HeBepHO. Kak npaBmno, naumeHTam CTaBUTCA
ANAarHo3 «CUHAPOM HEYYBCTBUTENbHOCTU K aHAPOreHam»
B gonybepTtaTHOM Bo3pacte U «aepuuut 50-pefykrasbl
2-ro TMna» B nepuog nosioBoro cospesaHuA. [Jo HacTy-
nneHus nybepTata nmauuweHTbl ¢ geduumtom 17-ICAI-3
Yalye Bcero obpalyarTca ¢ xKanobamu Ha 06pa3oBaHUA
B 005acTM MNaxoBbiX KaHaNOB WM TyOOMOLIOHOYHbIX
CKNagKax, Takafa 3KTOMUA ANYEeK XapaKTepHa ANnA CUH-
ApOMa HeuyyBCTBUTENbHOCTU K aHgporeHam. lNpu HacTty-
NAeHNN MONOBOro CO3peBaHNA ANA MNaLMeHTOK, KOTopble
3aperncTprpoBaHbl 1 BOCMUTBLIBAIOTCA B »KEHCKOM Morne
N KOTOPbIM He BbIMOJIHEHO YAaNeHne roHaj, XxapakTepHa
nepBUYHaA aMeHopen 1 pa3BuUTME BUpUIN3auuu: rpybeet
ronoc, yCMnvMBaeTCa rMpCyTM3M, HapacTaeT MacKyJNHU-
3auuA, KNUTOpPOMeEranma MoxXxeTt gocturatb 5-8 cm. Takan
KNUHMYeCKasa KapTrHa OYeHb Noxoa Ha aeduuut 5a-pe-
JyKTasbl 2-ro TMna. 3a cYeT apomaTtum3auum aHapoCcTeHaN-
OHa B 3CTPOH Yy YacTu naumeHToB ¢ geduuyntom 17-ICAr-3
HabnoaaeTca rmHeKkomacTua B nybepraTe [1-9].

OcTalotcA  AWCKYTabenbHbIMM  MPUYMHBI  OTCYTCTBUSA
MacKylvHM3auMy B Mepuof BHYTPUYTPOOHOro pa3BuUTUs
U ee nocnegywollee passutue B nybeptate. B HacTosee
Bpems Hambonee Npu3HaHHOW aBnseTcA ponb 17-ICAr 5-ro
TUNa, TaKXKe y4yacTBylOLeN B KOHBEPCUW aHAPOCTEHANOHA
B TECTOCTEPOH B ANYKAX, MPOCTaTe, HaAMOYEeYHMKax n ne-
YeHU, NOMUMO KOHBEPCUN aHAPOCTEHANOHA B TECTOCTEPOH
nop Bosgenicteuem 17-TCAM-3 B simukax. AKTUBHOCTb ¢ep-
meHTa 17-TCAl 5-ro Tna MMHMManbHa B Nepuof BHYTpUY-
TPOOHOro pPasBUTUA U MAKCMMallbHa BO BTOPOW AeKaje
XKU3HW. [JONONHNTENbHBIM MEXaHN3MOM ABAAETCA apoMaTu-
3aUus aHJPOCTEHANOHA MALEHTON, Takum 0bpasom, y nio-
[la LOMONTHUTENbHO CHIXKAETCA BHEroOHaiHOe npeobpa3oBsa-
HUe aHApOCTeHAMOHA B TecTocTepoH [1-10]. B HacToAwwee
BPeMA YacCTM4YHaA BUPWAN3ALMUA TEHUTANIMA Y MasibuMKOB
BO BHYTPUYTPOOHOM Mepuofe npu JaHHOM CMHAPOME pac-
CMaTpuBaeTCA KakK pe3ynbTaT [OCTaTOYHOW aKTMBHOCTU
«afibTePHATUBHOIO» NYTU CUHTE3a AUrMAPOTECTOCTEPOHA
y aM6prioHa.

IwnarHoctuka gedvuyuta 17-ICAOM-3 B nepuog nybeprata
OCHOBaHa Ha Pe3KO CHMKEHHOM COOTHOLUEHUUN TecTocTe-
POH/aHAPOCTEHANOH, KOTOpoe npu fdeduumte 17-ICAM-3
Bcerga meHee 0,8. Y getell o HacTynneHus nybepTaTta faH-
HOe COOTHOLUEHMEe HeOOXOAMMO OLEeHMBaTb Nocie 3-AHeB-
HOM MpPOO6bl C YesIOBEYECKNM XOPMOHUYECKMM TOHamo-
TponuHom. [9,10] MeTogom BbiboOpa aHanM3a CTEPOMAHbIX
rOPMOHOB AIBNIAETCA TaHAEMHaA MacC-CNEKTPOMETPUA, Mpu
NMPYMEHeHN OObIYHbIX METOLOB YPOBEHb TECTOCTEPOHa
MOKeT ObITb JIOXKHO 3aBbILUEH 13-3a €r0 NepeKpPecTHol pe-
aKLMM C aHAPOCTEHONOHOM.

MauveHTam ¢ pgeduumtom 17-FTCAM-3, Kak npaBuio,
NpeanncbiBaeTCA XEHCKUA NOM 1 OHU BOCMMUTBLIBAKOTCA CO-
OTBETCTBEHHO. B Takmx cryyaax o6blYHO peKkoMeHayeTcs
roOHaf9KTOMKA, YYMTbIBAA PUCK PA3BUTUA MACKYIMHU3aL MK
1 Ha3HauyeHue Tepanuu 3CTPOreHamm ¢ Bo3pacTa nybepra-
Ta. Ecnu guarHos gedpuunta 17- ICAI-3 yctaHaBnuBaetcs
B nepuop nybepTaTta, Korga maHubectupyeT BUpUNM3a-
LusA, TO TaKTUKa leyeHna onpedensaeTca nocie KOMreKc-
HOrO MCUXONOTMYECKOro TeCcTUpoBaHMA U Bbibopa nona
nauMeHToM. Y MauneHToB, KOTOPbIX PerncTpupyoT u BoC-
MUTBIBAIOT B MY>XCKOM MoJfie (Kak MpaBuno, y HUX Bbipa-
KeHa MacCKynMHM3auma WM QUarHo3 yCTaHOBAEH Mnocie
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pOXAeHunA), Tepanma npenapaTtaMy TeCTOCTEPOHA, MOMO-
raet JOo6uTbCA MyXCKoro ¢peHoTuna. B ganbHenwem 3tum
nauvieHTam rnokasaHa Xmpyprmyeckas KOppeKUumna HapyX-
HbIX reHuTanum [1, 3].

[lBa BaXHblX BOMpOCa Bcerga BOJHYIOT MPaKTUUYECKNX
Bpayell B OTHOLWEHUN NauneHToB ¢ geduuymnTtom 17-ICAr-3:
HACKOJIbKO MauueHTbl GepTUibHbI 1 BO3MOXHO JIN Pa3Bu-
TVe 3/10KaueCcTBEHHbIX HOBOOOPa3oBaHWi TecTuKyn. B cTa-
Tbe KUTAaNCKUX cneymanncToB [3] npuBeaeH aHanm3 ructo-
norun TectMkyn 49 nauyuveHTtoB c geduumtom 17-TCAI-3.
Y 9 nauneHToB mnagwe 1 roga ructoniorMyeckas KaptmHa
COOTBETCTBOBaa Hopme. TakuM 06pa3om, MO MHEHUIO aB-
TOPOB, BO BHYTPUYTPOOHOM Nepuofie, BO3MOXKHO, 13-3a Bbl-
COKOTO YPOBHSA aHAPOCTEHANOHA, NMNOO NpeBpalLeHns ero
B TECTOCTEPOH Nog aencterem apyrux nodopm 17-ICAr,
NPOVCXOANUT HOPManbHOE Pa3BUTME TECTUKYNAPHOW TKa-
HW. Cpean 18 naumeHTOB B BO3pacTe oT 1 roga ao 14 ner,
y 8 (44%) onpepnenAanocb JOCTaTOYHOE KOMMYECTBO MO-
NOBbIX KNETOK, ¥ 6 (33%) BbiAABNEeHa runepnaasna KneTtok
Jlenpura. Cpegu 22 naumeHTOB B Bo3pacTe cTapue 14 ner,
TONbKO y 22% (5 yenoBek) onpepenAnocb HopMasbHOE KO-
NINYECTBO MOJIOBbIX KNETOK, Y 67% (15 uenoBek) BbiAiBIeHa
runepnnasus Knetok Jlergura. Y gyx nauneHToB (1%) Bbl-
ABMIEHbl TUCTONIOTNYECKME MPU3HAKU 3/T0KAYE€CTBEHHOMO
HOBOOOpa3oBaHWA, y OAHOro, B BO3pacTe 13 net, oTMeua-
NIOCb MOJIOXKUTENIbHOE MMMYHOOKpallvBaHMWe npenapara
Ha MnaueHTapHyl LWenoyHylo ¢ocdartasy- mapkepa no-
TEHUMANbHO 3/10KauyecTBeHHON TpaHcdopmauun Mnono-
BbIX KJIETOK, Y APYroro nauueHTa, B Bo3pacte 21 neT, 6bina
Oob6HapyeHa neriauroma npaeoro Andka. o pesynbtatam
NpoBeAEeHHOro NCCiefoBaHNA BbISIBEHO, YTO C BO3PACTOM
y GOJIbHBIX YXYALAETCA CNEePMATOreHe3 1 yBenmunBaeTcs
pVCK pasBuTUA runepnnasnu Knetok Jlemgura. ABTOpbI
npeanonaratoT, YTo, NPu PpaHHEM NPOBEAEHNN OPXUNEKCUN
MOXET COXPAHUTbCA CNepMaToreHes, XoTA A0 HACTOALLEero
BPEMEHM He OMWCAHO CiyyaeB GepTUAbHOCTA Y MaLUEHTOB
npu gedpuuute 17-ICAr-3. Kpome 10ro, o MHeHWO aBToO-
pPOB nccnefoBaHusA, NPoOBeAeHNEe ONepPaTUBHONO NeyeHus
B MaKCUMasnbHO paHHMEe CPOKM (OpXUNEKCUA y NaumneHToB,
BOCMUTBIBAOLUXCA B MY>KCKOM Mofie, Tn60 roHagdIKToMums
Npv BOCMUTAHUN B KEHCKOM MOJIe), MOXET CITYyXUTb Npo-
bunakTMKom pas3BuTHA 3110KaYeCcTBEHHbIX HOBOOOPaA3oBa-
HUM TecTmkyn [3].

B cTtaTbe 6pa3unbCcKmx UcceoBaTeNiel NpPoBeaeH aHa-
N3 NpefCcTaBNeHHbIX B IMTepaType ONUCaHUn rucTonorum
TecTukyn 40 nayuwenToB ¢ gedpuumtom 17-ICAM-3. Y 5% na-
LIMEHTOB OblSIV BbIsIBIIEHbI FEPMUHOFEHHbIE OMYXONK. YUnTbI-
Basi HEBbICOKUI MPOLIEHT BbIsIBJIEHHbIX HOBOOOPA30BaHWI,
aBTOpPbI AeNatoT BbIBOA, YTO HET OCHOBAHWUI HE PEKOMEHA0-
BaTb NaLeHTaM COXPaHATb UAN M3MEHATb MO Ha MYXCKOW
n3-3a p1cKa ManurHmsaumm. icknioueHmne MoryT coctaBnaTb
CJlyyau, Korga TeCTUKYIbl HE MOTYT ObITb HU3BeLEHbl B MO-
LUOHKY. [4]

DocTtaTouHo yacto npu geduumte 17-ICAI-3 n3-3a BbIpa-
KEeHHOW BUPWAN3aLmm B nybepTaTe y naLmMeHTOB NMpPOnCXo-
ONT CMEHa »KeHCKOW reHAepHOM posiv Ha MyXcKyto. [oaTo-
My, CMeHa MOJIOBOV MPUHALJIEXXHOCTU NpU JaHHON dopme
HOI nponcxogut y 39—64% naumeHTOB, BOCMUTbIBAaEMbIX
B KEHCKOM MoJie, 0COGEHHO YacTo TaKkme Ciyyan BCTpe-
yaloTcsa cpean apabckol KoropTbl MauveHToB B M3paune
[11, 12, 13]. Mo AaHHBIM KNTANCKUX UCCnefoBaTenen, cpeamn
24 naumeHToB 20 (83%) npepnounn ocTaTbCA B MEHCKOM

none, 3 (12,5%) M3MEHMNN MO C XEHCKOrO Ha MY>KCKOW,
1 naumneHT (4,5%) BOCNNTbIBaNCA B My>KCKOM none. MNauneHT-
KU, KOTOPbIM Obljla MPOuN3BeAeHa rOHAAIKTOMUSI B PaHHEM
BO3pacTe, MojyyaroLyme 3aMecTUTeSIbHY0 Tepanuio, B 605b-
LUMHCTBE C/lyyaeB yAOBNEeTBOPEHbl CBOE NONOBOWN NPUHaA-
neXxHocTbio [3, 13-16].

3AKNIOYEHUE

Halu KnnHnyecknin cayyam AeMOHCTPUPYET BaXHY0 Posib
d13MONOrnMYeckom 1 coumnanbHON CoCTaBNAOWEN, onpeae-
nuBLLYO CyabOy naumeHTKn. [lnarHo3 nauneHTke Mor ObiTb
YCTaHOBNEH B NOAPOCTKOBOM BO3PacTe, HO 13-3a peLleHus
poauTenei 1 3aBMCUMOCTY NALMEHTKN OT X MHEHUsi obcne-
ZoBaHve Oblfo NMpepBaHO, B pe3ynibTaTe Yero oHa CMorna
06paTMTbCA 33 MeAMLVHCKOW MOMOLLbIO TOMIbKO MO JOCTU-
»KEHNWN COBEPLUEHHONETUA W BbIXOAE U3-NOA POAUTENbCKON
oneku. [nutenbHoe npe6biBaHWe B HECOOTBETCTBUW MNa-
CrOPTHOrO MoJ1a U BHELWHEro BMAa, BO3MOXHO, U3MEHeHMne
»KEHCKOWN reHAepHOW POJIN Ha MY>KCKYI0 Mo AeNCTBUEM aH-
LPpOreHoOB, MPYBESIO K Hauany rncrMxosiormyecknx npobnem
U TPYZAHOCTAM MOJIOBOW camougeHTnoukauuun. B Hactos-
Wee BpemA MauueHTKa HaxXOAWUTCA Ha «MCUXONIOMMYEeCKOM
pacnyTbe» 1 He MOXKET MPUHATbL PELLIEHKEe O CBOel cyabbe,
OCTaTbCSA NN e B )KEHCKOM MoJie MO0 CMEHUTb MOJ Ha My>K-
CKOW, M HYXJaeTca B Npo¢deccMoHanbHOW KOHCYNbTaLmu
Bpaya cekconora u ncmxotepanesTa. 10 )XenaHuio naymeHT-
KM OHa MPOAOSIKAET KOHCYNbTUPOBATbCA CO Crneumnanmncra-
My MITISL n oTnoxmna NpuHATME peLlleHnsa 0 NpoBeaeHUN
OnepaTMBHOrO NeyvyeHus.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHusa. MaumeHTKa 6bina rocnMTannsnposa-
Ha B OI'BY «HMWL, sHpokpuHonorum» M3 PO n npoxoauna obcnenosaHme
3a cuet cpeacts dpoHga OMC. UccnenoBaHme ropmoHanbHOro npoduns
MeTOAOM MyJIbTUCTEPOMAHOIO aHann3a BbIMOJIHANOCh B pamMKax rocsa-
[aHunsA, Kof HayYHOW Tembl, MPUCBOEHHbIV yuypeautenem (opraHusauuen):
121030100030-3.

KoHpnuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWeN cTaTby

YuacTtme aBTopoB. MonaweHko H.B. — Kypauusa naumeHTKu B cTaum-
oHape, BbIOOP TaKTVKM OOCNIEeAOBaHMA U IEYEHNA, HamnncaHne TeKkcTa py-
konucy; KanuHueHko H.I0. — BbI6op TakTUKM 06CnefoBaHNA 1 NeyeHuns,
HarnucaHue TekcTa pykonucu; Moytcm B.A. — nabopaTtopHoe obcnesoBa-
HVe, pefakTpoBaHue TekcTa pykonucy; lfypmHosuy O.C. — KnnHnyeckoe
obcnefoBaHve NaUMEHTKY, pefakTupoBaHue TekcTa; babaesa .M. — uH-
CTpyMeHTanbHOe 06CnefoBaHMe MaLMEHTKY, PefaKkTUpOBaHWe TeKCTa;
BosHeceHckasa A.A. — Habop maTepmana, pefakTupoBaHue TekcTa; MnaTo-
HoBa H.M. — KnnHuuyeckoe obcnefoBaHMe NaLMeHTKU, HanMcaHme TekcTa
pykonucy; lOkuHa M.IO. —  KnuHMyeckoe obciefoBaHMe NALMEHTKN, pe-
JaKTupoBaHue TekcTa; KonogkrHa A.A. — BbIGOP TaKTVKM 06CefoBaHus
1 neyeHna, HancaHme Tekcta pykonucy; lMoHomapea T.A. — KnnHMYeckoe
obcnefoBaHNe NaLMEHTKY, pefjakTpoBaHue TekcTa. Bce aBTopbl ofobpu-
nn GurHanbHY0 BEPCUIO CTaTby Nepep nybnukauuer, Bbipasunm cornacue
HeCTN OTBETCTBEHHOCTb 3@ BCE acneKTbl PaboTbl, MOAPa3yMeBaloLLYytO Haf-
nexallee M3yyeHvie 1 peLleHne BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO MIN
[06POCOBECTHOCTDLIO NM06OI YacTn PaboTbl.

Cornacue naymenrTa. lMauneHTKa O6POBOILHO NoAMnMcana UHGoOpMu-
poBaHHOe corniacue Ha Ny6avKaLmio nepcoHanbHON MeaNLIMHCKON MHbop-
Mauum B 06e3nmyeHHon popme B KypHase «OxupeHne n metabonmsmy.
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