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IToxasaTenu penpoayKTUBHBIX TOPMOHOB y JeTeil MePBhIX MeCAIEeB KM3HU XapaKTEePU3YIOT IOCTHA-
TaJIbHOE PAa3BHUTHUE IOJIOBBIX jkeje3. Iespi0 paGoThl ABUIACH OLEHKA COCTOSHUSA TMIIOTAJIAMO-THIIO-
¢husapHO-TOHATHON CHCTEMBbI JeTei ¢ Pa3JIMYHbBIMI BAPMAHTAMU HapylieHus ()opMUPOBaAHUA II0JIA B
nepuon Mmunu-myoeprara. IIpoBemeno obciiemoBanne 45 MaIUeHTOB ¢ HapyuieHueM ()OPMHUPOBAHMS
moJsia u 40 3M0poBBIX MaJbuYNKOB. O0cCIeqoOBaHNEe BKJIIOUYAJIO0 KIMHIUYECKOe, dXorpauuyeckoe, Jamnapo-
CKOIIMYECKoe 00C/IeI0BaHue IOJOBOI CHCTEeMBI U OIpeesieHHe YPOBHS PeNPOIYKTUBHBIX TOPMOHOB B
CBIBOPOTKE KPOBU B Bo3pacte 1—3 mecsies. B pe3yibraTe KOMILIEKCHOTO 00CIeTOBAHMS OIpPeIeIeHbI
XapaKTepHble USMEHEHUA PENMPOAYKTUBHBIX 'OPMOHOB IJA PAa3MIUYHBIX HO30JOTrHYEeCKHX BAPHUAHTOB
HapyureHus (pOpMUPOBAHMA MOJa. Pe3yabTaTsl rOPMOHAJIBHOIO 00C/IeIOBAHUS OIPENeJIsIN BHIOOD
IOJIOBOI NMPUHANIEKHOCTH, ABJISINCH OCHOBAHHEM [JIsI MPOBegeHNs MOP(OIOrNIecKoro u MoOJeKy-
JIAPHO-T€HETUYECKOr0 00CIeI0BAHUS, UMEJIH 3HaAUeHNe I BepudKau [uarosa.
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Indicators of reproductive hormones in children during first months of life characterize the postnatal
development of the sex glands. Objective of the study — to assess the state of hypothalamic—
pituitary—gonadal system in children with different types of sex development disorders during
mini-puberty. The study involved 45 patients with sex development disorders and 40 healthy
boys. It included clinical, echographic, laparoscopic examination of the reproductive system
and determination of reproductive hormones level in blood serum at the age of 1—3 months.
Comprehensive survey allowed to identify characteristic changes in reproductive hormones
for different clinical variants of sex development disorders. Results of hormonal examination
determined gender choice, became basis for morphological and molecular genetic testing, were
important for diagnosis verification.
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Hnas mamumeHTOB ¢ HapymeHueM GOpMHUPOBA-
Hua nosa (HPII), umeromux ABOMCTBEHHOE CTPOE-
HUe HapyKHBIX TeHUTAJHUM, OTCYTCTBUE IaJIbIIU-
pyeMbIX TOHAZ, BasKHa CBOEBPEeMEeHHas OIleHKa
TUIOTAJaMO-TUIO(GU3aPHO-TOHAAHON! CHUCTEMBI.
DYyHKIIMOHAIBHOE COCTOAHIE TUIIO(DU3a U ITOJOBBIX
JKejies oIpejesisieT BBIOOD II0Jia, ITIOCTAHOBKY auAa-
THO3a U TaKTUKY BemeHus pebeunra ¢ HPII [1]. Ho
HeJJaBHErO BPeMeHU oIlpejieJieHre U aHAJIU3 Perpo-
IYKTUBHBIX TOPMOHOB IIPOBOAMJICS B IIEPUOJ IIOJIO-
BOTO cO3peBaHUsA. BHIOODP IIOJI0OBOI MpPUHAIJIEKHO-
ctu y nanuenaTos ¢ H®II ocyiecTBiasaau 6e3 yuera
(yHKIIMU TOHAA U TPOTHO3a II0JIOBOT'O PA3BUTHUA.

Hanable 0 paHHe! MOCTHATANBHON aKTUBAIIUU
TUIIOTAJIaMO-TUIOGU3aPHO-TOHAJHOI CUCTEeMBI 000-
3HAUYUJIU BO3MOYKHOCTH AUATHOCTUKU BPOXKIEHHO
MMaTOJIOTUU IIOJIOBOTO PA3BUTUA Y OeTeld MepBBIX
mecarnes xxusHu [2]. Co 2-i1 Hexesu HEOHATAJIBLHOTO
mepuona IOKasaTeJld TOHALOTPOINHOB, TECTOCTE-
poHa m aHTUMMOJLIepoBa ropmoHa (AMI') mporpec-
CHUBHO YBEJIWYUBAIOTCA M OOCTUTAIOT MaKCUMyMa
Ko 2—3-my mecsany. [lapaniaenbHo B Bodpacte 3—6
MecsAIleB OTMedaeTcs MUK ceKpelruu uHrubuua bB.
K KoHIly mepBOro IOJYTroAuWs YPOBEHb DPeIpo-
IYKTUBHBIX TOPMOHOB IIOCTEII€HHO CHUKAeTcd U
MpaKTUYeCKU He OoIpeJessieTcd M0 HaCTyILIeHUS
meprojia moJioBoro co3peBanusd [3—6]. Uckiiouenue
cocraBiager AMI', ero BbICOKUE ITOKa3aTeJN COXpa-
HSAIOTCSA B TeUEHUE BCEro IpernyoepTaTHOTO eproaa
[7]. TpansuTtopHad aKTUBAIMA TUIOTAJIAMO-THUIIO-
(huzapHO-TOHAJHON CUCTEMBI y AeTell IePBBIX MeCs-
1IeB JKU3HU MOJyUYNJia Ha3BaHUe « MUHU-TIy0epTaT».

Ilenbio mamHO#T PaGOTHI ABUJIACH OIEHKA COC-
TOAHUA TUIOTAJIAMO-TUIIO(GU3aPHO-TOHAJHO Ccuc-
TeMbl JeTell ¢ pasauuHbiMu Bapuantamu HPII B
mepuoJ MUHU-Iy0epTara.

Marepuaabl 1 METOIbI HCCIETOBAHMUS

IToxm wHamuM HAOJIOJEHHEM HaXOALUJINChL 45
HOBOPOKIEHHBIX U JIeTEH IepPBBIX MECAIeB JKU3HU
¢ H®II. 1-10 rpynmy cocraBuau 25 MalleHTOB C
HapylIleHueM IU(@epeHIIuPOBKY TECTUKYIAPHBIX
TOHAM, B X0/Je o0cael0BaHUSI KOTOPLIX OBLIM O0HA-
PYKeHBI IepuBaThl MIOJIJIEPOBBIX HPOTOKOB. 2-I0
rpynny coctaBuau 20 IanMeHTOB C PasIUYHBIMU
Bapuantamu 46, XY H®II, B xoxe obciemoBanus
KOTOPBIX JepPUBAThl MIOJIJIEPOBBLIX ITPOTOKOB OTCYT-
cTtBoBau. KoHTpobHYIO Irpymny coctasuiu 40 310-
POBBIX TOHOIIIEHHBIX HOBOPOMKIEHHBIX MAJIbUNKOB.

O6Cﬂe,[[OBaHI/Ie IIaIlM€eHTOB BKJIIOYAJIO U3YyUEHUE I'eHe-
THUYEeCKOI'O0 M aHTEeHaTaJbHOI'O aHaMHe3a, q)eHOTI/IHI/I‘Ie'
CKYIO OIIEHKY HapysKHbBIX IIOJIOBBIX OPTaHOB; YJIbTPa3BYy-
KOBO€ HCCJIeJOBaHe I'oHaaQ 1 OPraHoB MaJIOoro Ta3a; OIIpe-
AeJieHre PeIIPOAYKTUBHBIX TOPMOHOB B CBIBOPOTKE KPOBH;
IIUTOT€eHETUYEeCKNrEe 1 MOJIEKYJIAPHO-TeHETUYEeCKNe 1CCJie-
AOBaHUA; JAIIapPOCKOIIMYECKYIO BU3yaJIM3aI[UI0 ITOJIOCTU
MaJIoOTO Tasa, OMOIICHIO TroHanm C IIOCJAEeAYIOIIMM I'ICTOJIO-
TMYEeCKMUM HMCCJIeLJOBaAHMNEM. yJIpraCOHOI‘paq)I/IIO roHaj
BBIIIOJIHAIM IIpu momolnu ammapara Medison SA 9900,
IOsxuas Kopes B B-pekume ¢ MCIOJIb30BaHUEM JIMHEH-
Horo maTurka Prime 5—12 MI't mpu mpogoIbHOM U MOIIe-
PEeUYHOM CKAHWPOBAHUU BO (DPOHTAJIBHOM U CAaTUTTAJIBLHOMN
IIJIOCKOCTAX. HpI/I OTCYTCTBHUU MOIIIOHOYHBIX U ITaXOBBIX
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TOHAJ TPOBOAUIN dXOrpa)uuecKyio U JIamapoCKOIInue-
CKYIO BU3yaJM3aIl[Mi0 OPraHoB MaJjoro tasa. IIpu obOHa-
PYyKeHUU OUCTeHEeTUUYHBIX MOHAJ IPOBOLUIN TOHALIKTO-
MMUIO C IIOCJEAYIOIIUM I'MCTOJOTMYECKUM HCCIeL0BaHIEeM
MHTPAOIMEPAIMOHHOI0 MaTepuaja; OMOIICUIO0 I'OHAJ IIPU
o0HapyKeHUu oBoTecTrc. ['opMOHAIBHOE 00CIemOBaHIIe
nanueaToB ¢ H®II u 310poBBIX MAIbUYNKOB OBIJIO IIPOBE-
leHO B BodpacTe 1—3 MecsAleB 1 BKJIIOYAJIO OIpeiesieHle B
ChIBOPOTKE KPOBU I'OHALOTPONMUHOB, TecTocTepoHa, AMI
U uHruOmHa B MeTog0oM IPsMOro TBepAo(asHOro MMMY-
HO(pepMeHTHOro aHaausa. ViceieqoBaHusa BBIIOJHAIN HA
ananusarope StatFax, CIIIA ¢ wmcmnoab3oBaHueM HabO-
poB pearenToB mpousBoacTBa 3AO «IIPT Texcucremc»,
Poccua nu DRG Inhibin BELISA, u DRG AMH ELISA,
CHIA. IlutoreHeTMYeCcKHe UCCJIEIOBAHUSA TIPOBOIU-
au Ha 6ase OO6JylacTHON MeIUKO-TeHeTHUYecKoil Jabopa-
Topuu, r. CaparoB u ®PI'BHY Meauko-reHeTuuecKoro
HayuyHOTO IeHTpa, . MockBa. [JHK-guarmoctury mpu
mMoHoreHHBIX (popmax HPII mpooauau B jsabopaTopuu
OTJleJIeHUS HAaCJEeACTBeHHBIX sHAOKpuHomatuii ®PI'BY
OHIOKPUHOJOTUUYECKUA HAYUYHBIN IIeHTD (3aB. OT/eIeHU-
em — n.m.H. A.H. Troabmnakos), r. MockBa.

PesyasTaThl 1 MX 00CYysKIEeHUE

IIpu ob6ciiemoBaHWM MAIIMEHTOB C HaPYIIEHU-
eM nuddHepPeHITuPOBKY TECTUKYIAPHBIX roHan (1-a
rpynna) xkapuotun 46, XY umenu 18 us 25 gereit
(72%), ocranbuble 28% meTeil MMenu pasTUUHBIE
BapHaHThI TOHOCOMHOTO Mo3auiuama (Tadi. 1).

Tabauua 1

Kapuorun nanmneHToB ¢ HapylnieHuEeM
nmuddepeHIIPOBKY TOHAT,

BapuaHTsI KapuoTHIIa Yucao gereii (n=25)

46,XY 18

46,XY/45,X

48,XYYY/45,X/46,XY

45,X/47,XXY/46,XX/46,XY

47,XX+mar/46,XY

el Ll L Ll M)

46,XY/46,XX

IIpu omeHKe (EHOTUIUYECKOT0 CTPOEHUS
HapPY:KHBIX TeHUTAJNHN IPAKTUUECKH BCe TaIlNeHThI
(92% ) mmenu OBOMCTBEHHOE CTPOEHUE HaPYsKHBIX
IIOJIOBBIX OPTaHOB C PA3JIMUYHOM CTENEeHbIO BUPUJIU-
sanuu. [IBoe ManbuukoB (8% ) UMeIu MacKyJIUHHOE
CTpOeHUe HapPY:KHBIX IIOJIOBBIX OPraHOB C OTCYT-
CTBUEM OJHOI'0 IMUKa B MOIIIOHKe. IIpu BhINUCKe U3
POAMJIIBHOTO JJoMa I10JI He OBLJ YCTaHOBJIEH Y 4 neTeid,
perucTpanusa B JKeHCKOM I'pasKIaHCKOM IIoJie Oblia
PeKoMeHI0BaHa 5 HOBOPOYKJIEHHBIM, OCTaJbHbIE 16
Iereil OBLIN 3aPETUCTPUPOBAHBI MAJIbUNKAMU.

IIpu sxorpaduuecKoil 1 JamapoCKOIIUUECKOMN
BU3yaJMU3alUM IIOJIOCTHA MaJIOTO Tas3a IepPUuBAaTHI
MIOJIJIEPOBBIX IIPOTOKOB — MAaTOUYHBIe TPYOBI u
MaTKa PasJMYHOM CTelmeHU 3PeOCTU ObLIu OOHAa-
pPY:KeHBbI y Bcex manueHTos, v 9 (36% ) mereit Busy-
aJM3UpPOBaHO BJyarajwuie. JlUcreHeTUUYHBIE TOHA-
OBl OUJIaTepaibHO OmpenesieHbl ¥ 32% IallueHTOoB;
CTpeK-TOHaZa C OIHON CTOPOHBI M MOIIIOHOYHAS
TOHaJa KOoHTpJaTepaabHo —y 52% . 4 us 25 namnu-

ATbU
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Tabruua 2

KoHIleHTpamusa penpogyKTUBHBIX TOPMOHOB B CHIBOPOTKE KPOBY MAIIMEHTOB
¢ HapymeHueM nu(depeHupoBKH TOHA B IIEPUOT MUHHU-ITy0epTaTa

ITanuenTsr ¢ HAT KonTpoasHas rpynna

IToxa3aTenn Me [QL; Q3] Me [Q1; Q3] P
JIT, . .
MME /M 1,8 [1,0; 3,1] 3,3 [2,2; 4,1] 0,6
@CT, . .
M ME/m 3,4 [1,1;8,3] 0,9 [0,7;1,2] 0,001
TecrocTepoH, . .
HMOJIb/JI 1,3 [0,7; 3,9] 5,5 [4,5; 6,2] 0,005
AMT, . .
Hr /M 19 [3,6; 44,3] 129 [104; 152,6] 0,0001
Urrubun B, 128 [87; 144] 340 [255; 437] 0,0001
ar/mia

eHToB (16% ) umMesn HEOLHOPOJHBIE TOHAABI B IIPO-
€KUY AWUYHUKOB, MaKPOMOPMOJIOTUA KOTOPHBIX
oImpenesieHa Kak oBoTectuc. OnpegeseHne KOHIIEH-
Tpalnuu PenpoOAYKTUBHBIX 'OPMOHOB y IaIllIE€HTOB
¢ HapymeHueM aud@epeHIIuPOBKU TOHAM IIPOBeE-
IeHo B BodpacTe 1—3 mecsanes. Pe3yabTaThl mpes-
CTaBJIeHBI B Ta0JI. 2.

Kax mnokasanm pes3ysabTaTbl TOPMOHAJIBHOTO
o0cyiefoBaHUA, KOHIEHTPAIMA CBHLIBOPOTOUYHOTO
TECTOCTEPOHA UMeJIa IMIIUPOKUI pa3dpoc 3HAUEHMH —
OT TIPAKTUUYECKN HEOIIpeAeaaeMOll 10 HUKHEN rpa-
HULBI HOpMBI. HopMasnbHBIe ITOKa3aTeNI TeCTOCTe-
poua—4,5[3,75; 5,4] HuMoJb /)1 U HUBUOJIOTUUECKUE
I JAaHHOTO BO3pAacTa 3HAUEHUSA JIOTEMHUBUPYIO-
miero ropmona (JII') ompenenensr y 8 (32% ) mereit,
YTO MMEJIO TPOTHOCTUYECKOEe 3HAUEeHUe JJid Iybep-
TaTa, YKashbIBAJO HA BO3MOKHOCTH aJalTallil B
MysKCcKOM Tojie. Hu3Kuii ypoBeHb TeCcTOCTEepPOHA
-1,1[0,5; 1,2] amons/x umenu 17 (68% ) manuen-
ToB. Ilokasarenu JII' y atux gereii cocraBuau 2,1
[0,9; 3,4] MME/mua. ITokaszareau AMI' u nurubuHa
B 6b11u HUBKUMY Y BCeX HeTell ¢ HapyIleHueM qud-
tdepenrnuposku rouan (HIAT), mpu strom y 14 (56%)
0TMEeUYaJIOCh IOBLIMIEHNE YPOBHA (DOJIINKYJIOCTAMY -
aupyiorrero ropmona (PCT).

OKoHUATEJIbHBIH MOP(OJIOTHUUECKUN AUATHO3
y manuenToB ¢ HIT 6bLT Bepu@dUIIMpOBaH MOCJIE
OPOBEeNEeHUA XUPYPTUUECKOTO JIEUEHUS U TUCTOJIO-
THUUYECKOT0 HMCCJIeNOBaHUA MaTepuasia rouaz. Tak,
CMeIIaHHAA OUCTeHe3MA TEeCTUKYJ, XapaKTepusy-
IOIIAACS HAJIUYNEM OJHOTO M3 TECTUKYJIOB U CTPEK-
TOHAABI KOHTPJIATEepPaJbHO, OBbLIa yCTAaHOBJIEHA Y
6 (24%) mamuentoB. YactuuHasi OuiarepasbHas
IucreHesus rouHan umesaa mecto y 17 (68% ) mereii.
OBOTECTUKYJIAPHBIE TOHAABI T'UCTOJOTHMUYECKHU IIOJ-
TBEPKAeHbI y ABouX (8% ) marmenToB. PesyabraTsl
THCTOJIOTUYECKOTO WCCJIEJOBAHUA IIPU PABIUUHBIX
BapuaHTax H]II' moxasaHbl Ha PUCYHKe.

Ha ocHOBaHmMM aHa/M3a pe3yIbTATOB KJINHUYE-
CKOT'0, TOPMOHAJIBHOTO 1 MOP(OJIOTHYECKOTO 00CIe-
AJOBAaHUA ITIAITUEHTOB 6BIJII/I BBIJI€JIEHBI XapaKTEePHbIE
0CcO0eHHOCTH A Kaskaoro BapuauTa HIIT.

o CmewaHnnaa OuczeHe3us MeCcmMUKynr — y
6 (24%) manueHTOB XapaKTepH30BajJach HeIpa-
BUJIBHBIM MAaCKYJUMHHBIM CTPO€HHEM HaPYXHBIX
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Pucynox. MopdoJiioruueckoe cTpoeHne roHajabl IMPU OBOTe-
crukyiasapaom H®PII u rucromornueckue Bapuanter H/T'.

a — MUKPOCKOIIMYECKasi KapTHUHA CTPEK-TOHAABI ¥ MallueHTa
CO CMEIIaHHOI AWCreHe3uell rOHAJ: Y4YaCTOK TKaHHU, HAIO-

MUHAMUN (GUOPO3ZUPOBAHHYIO CTPOMY SAWUYHUKA; OKpa-
CKa reMaTOKCUJIMHOM W 903WHOM, yB. 120; 6 — sJ1eMeHTbI
TKaHU AUYKA B COCTABE AUCTEHEeTUYHON rOHAABI: CPEIU ILJIOT-
HOU (PUOPO3HOU TKAHW KUCTO3HOPACIIUPEHHBIE KaHAJbI[b
¢ HegudepeHINPOBAHHBIMU SIUTEJINATLHBIMU KJIETKAMU,
KaJbI[MHATAMU B IMPOCBETE; OKPACKa IeMaTOKCUJIWHOM U
903UHOM, yB. 250; B — KOMIIOHEHTHI TKAaHU SIMYKA: CPEIU
PBIXJIOM CTPOMBI, HAIIOMUHAIOIEN HE3PeSyi0 Me3eHXUMY,
CKOILJIEHNEe MeJKHX KaHaJblleB ¢ HeauddepeHIMPOBaHHBIM
SIUTEINEeM; OKPacKa reMaTOKCUJIMHOM W D03UHOM, yB. 250;
I' — KOPKOBBI! CJION TKAHU AUYHUKA: MEKYTOUHAS TKAHb CO
CKOILJIEHVEM MIPUMOPIUATLHBIX (QOJLIMKYJIOB; OKPAacKa remMa-
TOKCUJMHOM ¥ 903UHOM, yB. 200.

remuranuii, coorsercrBylomum III-1V cragum mo
IIpagepy, ¢ OTCyTCTBMEM OZHOTO AWYKA B MOIIIOH-
Ke; HapylleHuHeM Tomorpaduu u THUIONJa3uel
MHKOJIJIEPDOBBIX IIPOM3BOAHBIX, MWMX CMEII€eHHUEM B
CTOPOHY AUCTEHETHWUHON ToHaAbl. KOHIleHTpaIusa
TEeCTOCTEPOHA B CHIBOPOTKEe KpoBu — 4,5 [3,75; 5,4]
HMOJIb/JI COOTBETCTBOBAJIa pe)epeHCHBIM 3HAUEHU-
aM, KoHTeHTpanua AMI 6nl1a cumKeHa B 2,3 pasa.
T'ucrosornueckasa CTPYKTypa CTPeK-TOHAAbI ObLIA
IIpeJicTaBJIeHa IIJIOTHON (PUOPO3UPOBAHHOM COeRu-
HUTeJIbHOI TKaHbIo (puc. a).

e Yacmuunasa (napyuanvHas) OuczeHe3us
mecmukyn — y 15 (60%) xapaxrepmsoBajach
IBOMCTBEHHBIM CTPOEHUEM HapYyKHBIX IeHUTAIUH
C OTCYTCTBHEM IIAJBIINPYEMBIX TI'OHAaL, BUPUJIU-
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sanusa coorBercrBoBasia II-III craguu Ilpanpepa;
TUIUYHBIM PACIIOJIOKEHNEM U OOBIYHBIM MOP)OJI0-
TUYECKUM CTPOEHUEM MIOJIEPOBBIX IIPOM3BOITHBIX.
B cTpyKType MaTOUYHBIX TPYO pacIoJiarajuch AVC-
reHeTUYHBIEe TOHAAbl. OTMeUaNCh HU3KUE MTOKa3a-
Tesu Tectocrepona — 1,1[0,5; 1,2] umoas/1 u AMT
- 14 [3,6; 29,3] Hr/MJ, IOBBIIIEHHBIN yPOBEHB
@CT' — 13 [5,6; 19] MME/ma. I'mcronoruueckas
CTPYKTypa TroHajJ Obljia IIPeACTaBJIeHAa He3PeJoi
TECTUKYJIAPHON TKAHBIO: PHIXJIasg MHTEPCTUIIUATb-
Had TKaHb C yUaCTKaMU HEPAaBHOMEPHOI'O CKJIEP03a,
KHCTO3HO-U3MEHEHHBIMU KaHaJbIAMU C BBIPAYKEH-
HBIMH IUCTPOPUUECCKUMU U3MeHeHuAMHY (puc. 0).

e Ogomecmuxynaprnoe HDPII — y 4 (16%)
XapaKTepHU30BaJOCh KHTEPCEKCYAaJbHBIM CTPO-
eHueM HAapYKHBIX IIOJOBBHIX OPTaHOB C OTCYT-
CTBUEM AWYEK B JIAOMOCKPOTAJIbHBIX CKJAaJKaX.
Mr0J1/IepPOBEI CTPYKTYPHI OBLIN X0POIIO chOPMUPO-
BaHbI, UMEJINCh MaTKa, MaTOUYHBLIe TPYyObI, BJara-
sauite. ['oHagbl pacmosiarajuch B IPOeKIIUNA AUYHU-
KOB U COCTOAJM U3 ABYX WJHU 00jJiee KOMIIOHEHTOB,
Pa3JIMYHBIX IO CTPYKTYpe. ¥ POBEHb TECTOCTEPOHA
[3,8—4,1] HMosb/n ObLT HpUOAMIKEH K HUMKHEN
rpaHuIle pepepeHCHOTO quana3oHa U OTPaKkaJj IIpu-
CYTCTBUE TECTUKYJAPHON TKAHU B COCTaBe TOHAI,
COOTBETCTBOBaJI Bupmausanuu. OTMeduasoch IMOBbI-
IIeHre KOHIIEHTPAIlUM TOHAJOTPOIMHOB, YPOBEHBb
AMT npaxkTuyecKu He omrpenesisaacsa. [Ipu rucroJsio-
TUYEeCKOM MCCJIEJOBAHUU IIOATBEP:KICHO HAIUUYUE
0BapUaJbHOTO UM TECTUKYJSAPHOTO KOMIIOHEHTOB
roHagbl. TeCTUKYJAPHBIN KOMIIOHEHT OBLI IIpe-
CTaBJIEH PBIXJION MEKYTOUHON TKaHBIO C aTpoduu-
HBIMHI KaHAaJbIaMM, BBICTJIAHHBIMU HemuddepeH-
IIUPOBAHHBIMHU SIUTEJUAJLHBIMU KJeTKaMu (Aumc-
reHeTHUYHAasA TKaHb SWYKa); OBaAPUAJbHBIA KOM-
IIOHEHT — CTPYKTYPUPOBAHHON TKAHBIO AWUYHUKA,
nuddepeHITPOBaAIOCH KOPKOBOE 1 MO3TOBOE Bellle-
CTBO, OIIPEEIANINUCH IPUMOPAUATbHBIE (DOJIINK I
(puc. B).

ITanmueHTOB C TTOJTHOM MUCTeHe3uel roHa cpeau
nIereii, o0C/IeJOBAHHBIX B IIePUOJ MUHHU-IyOepTaTa,
BBIABJIEHO He OBLIO.

B nepuox MmuHU-TIy6epTaTa OBLIN TaKKe 00Ce-
nmosaubl 20 mamumenToB, mMmeromux 46,XY Tecru-
Kynapuoe H®PII. Bce mamueHTbl JaHHOW T'PYIIBI
VMeJIM TeCTUKYJIAPHLIE TOHAIbLI I HEe3aBePIIeHHYIO
MACKYJIMHU3AMNWI0O HAPYKHBIX IIOJIOBBIX OPraHOB.
MopdomeTpuuecKkre XapaKTEPUCTUKY TECTUKYJI HE
OTJINYAJIUCh OT 3HOPOBBIX AeTeii. VI30JIMPOBAaHHYIO
MepUHEOCKPOTAJbHYIO THUIIOCHaAnWI0 wumenu 14
(65%) mereii, TUIIOCIIANIO B COUCTAHUY C KPUIITOP-
xu3moMm — 6 (30% ) MaJIbUMKOB: C ABYCTOPOHHUM
— 2, c ogocTopoHHUM — 4. OmHO# 13 deHOTUIITUE-
CKUX YepT SABJAJAacCh MUKPOIIEHUs, YCTAHOBJIEHHAA
y 45% MaJIbYuKOB.

IIpu ropMOHAIBHOM OOCJIeLOBAHUN Y 4 IAIleH-
TOB OBLIU OIIPeeJieHbl TIOKa3aTeJ U TECTOCTEPOHA —
7,4-11,2 amoJb/JI, TIpeBLINIaOIe pedepeHCcHbIH
nuanas3oH sHaueHuii. Takoe coueTaHue KJIMHUYE-
CKMX YW IOPMOHAJBbHBIX JaHHBIX, & MMEHHO: He3a-
BepIIIeHHAA MACKYJINHU3AIUA IPY HAJUYNUU TE€CTHU-
KYJAPHBLIX M'OHAJ, MUKPOIIEHUS U BEICOKUI YPOBEHD
TeCTOCTepPOHA TPeOOBAJM HCKJIIUEHUS CUHAPOMA
pesucreHTHOCTU K auaporenam [8—10]. ITpu npose-
IEeHUU MOJIEKYJIAPHO-TeHETUUYECKOTO 00CIeI0BAHU A
IaHHBIN AuarHos noaTeepamica y 2 (10% ) nmamuen-
TOB. ¥ OCTAJbHBLIX HAIEHTOB YPOBEHL I'OHALOTPO-
IIAHOB U aHAPOTEHOB COOTBETCTBOBAJ IOKAa3aTe aIM
3I0POBBIX MaJIbUNKOB 1—3 MmecsareB. IIpu uccaemno-
BaHUU IIOKa3aTejeil, XapaKTepU3yOIuX QyHKI[IO-
HaJIbHOE cocTossHUE KJeToK CepTonu, HU3KaA KOH-
meutrpanus AMI ompenenerHa y 67% MaaibunKOB,
HUBKUM ypoBeHb mHrubuna b — y 58% maabuuKoB
IaHHOU I'PYNIILL.

3aKJo4yeHue

006006111as pe3yabTaThl MPOBEAEHHOTO HCCJIe-
IOBaHUS, NMPUBOAUM CPABHUTEJLHYIO XapaKTepu-
CTHUKY IIOKasaTejell pPempoAyKTHUBHBIX T'OPMOHOB
y MaInueHTOB ¢ pasjuuyHbiMu Bapuantamu H®PII B
Taba. 3. Kaxk mokasamo B Tabj. 3, mepuos MUHU-
nybeprara y nmamueHToB ¢ H®PII xapakTepusoBas-
cA OIpeneJeHHONM COBOKYIIHOCTHIO TOPMOHAJIBHBIX
U3MEHEHUH I KasKIOr0 HO30JIOTMUECKOr0 Bapu-

Tabauua 3

ITokaszaTeau penpoOayKTUBHBIX TOPMOHOB y manueHToB ¢ HDII
B Bo3pacte 1—3 mecsaieB

JIT, DCT, TectocTepoH, AMT,
Lot Ll MME/ma MME /M HMOJIb /I HT' /MJX
C 1,8 3,4 4,5 48,6
MelllaHHAas AUCTeHe3nsI TOHAT [1,0; 3,1] [1,1; 8,3] [3,7; 5,4] [41; 59]
YacTtuuHas AUCTeHE3U TOHA, 5,6 13 1,1 14
A 8 [2,2; 4,11 | [5,6; 19] [0,5;1,2] | [3,6;29,3]
OBorecturkyiapuaoe HPOIIT %’ 62; 37’41; %1’81; ?é’ 73;
W3onmupoBaHHAA MOIITOHOYHASA 3,1 1,5 4,9 99
TUIOCIIASUA [1,1; 5,1] [0,5; 3,4] [2,9; 6,3] [82; 121]
CuHJIPOM PE3UCTEHTHOCTU 2,7; 1,3; 8,0; 44;
K aHapoTreHam 3,1 1,7 10,7 65
3,3 0,9 5,5 129
310pOBbIe MATBYNKY [2,2; 4,1] [0,7; 1,2] [4,5; 6,2] [104; 153]
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Tom 95/

auTa. HopmasabHble MoKasaTe i TeCTOCTePOHA U (hu-
3MOJIOTUUECKNeE AJIs JaHHOTO BodpacTa 3HaueHus JII'
OBLJIV OIIPe/ieIeHbl y ITalleHTOB CO CMEeIIIaHHOMN AucC-
reHe3veil TECTUKYJI, UTO MMEeJIO MPUHIIUINATIbHOE
3HaUeHNe IIPU BbBIOOPE MYIKCKOTO II0JIa, OIpeaess-
JIO TIPOTHO3 I0JI0BOTO pasBuTudA. Ilokazaresu AMI
OobLI HUBKUMHU Y Beex gereit ¢ HIT u coueranucs
¢ moBeinienueM ypoBHs PCI' 'y 56% , uTo oTpaka-
JIO HapyIlIeH’e MOCTHATAJbHON AuddepeHIInPOBKY
kyaeTok Ceprosu. Ilpu cuuapome mepudepuuecKomn
PE3UCTEeHTHOCTH K aHApPOreHaM HMEJH MeCTO HOpP-
MaJIbHasA JIN0O MOBBINIEHHAA KOHIIEHTPAIIUSA TeCTO-
crepoHa, Huskue mnokasarenmu AMI' m mHrHOMHA
B, uTo ompemennio HEOOGXOAUMOCTH MOJIEKYJIAPHO-
TeHeTUUYeCKOro o0CcieloBaHMs, TO3BOJNIIO Bepudu-
IIAPOBATh JUATHO3 B IIePBbIE MECAIILI KU3HU, TMEJIO

pelaroiee 3HaYeHMeE IJIA BEIOOPA IIOJOBOM IIPUHA-
JIEKHOCTH.

Pexomenmamnuu mo BeIOOPY I10JIa U JaIbHEHIIeH
TaKTHUKe JIeUeHUsA ObLIN JaHbI IIallieHTaM Ha OCHO-
BAHUU KOMIIJIEKCHOM OIleHKY COBOKYIIHOCTH (paKTO-
poB ¢ yueToM (PEeHOTUIINUYECKOTO CTPOEHUS HAPYIK-
HBIX TeHHUTaAJUM, (PYHKIMOHAIHLHON aKTUBHOCTU
MMOJIOBBIX JKeJie3, IMPOTrHO3a II0JIOBOI'O Pa3BUTHA.
B urtore, pesyabTaThl IIOCTHATAJILHOTO TOPMOHAJID-
HOro obcaemoBanud namueaTos ¢ H®II mossonuin
OIEHUTh (PYHKIIMOHAJIbHOE COCTOSHHE TECTUKY.JI,
c(popMUPOBATH AJTOPUTM AaJbHEHIIIEro JUarHoCTn-
YeCKOro IMOMCKA, OIPEeIeJUTb 00beM MOJIEKYJIAp-
HO-TeHEeTHUYEeCKUX WCCJEeJOBAHUMN, HAIPaBJIEHHBIX
Ha BepU(pUKAIINIO UarHo3a, BLIOOD MMOJia, IIPOrHO3
IIOJIOBOT'O Pa3BUTHU.
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