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KNWHUYECKUW CnyYyau
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Llenb cTatbu: npeacTaBuTh KIMHUYECKMIA Cyyail MUHU-Ny6epTaTa C BbIpaXXEHHBIMU NPOABAEHUAMN U onncaTh XOA AU depeHUnanbHoit guar-
HOCTMKM 3TOro eHOMEHa 1 PasNNYHbIX NATONOrMYECKUX COCTOSHUI CO CXOXeN KNMHUYECKON KapTUHOIA.

OcHoBHble MonoxeHus. lpeAcTaBieH pefkuit KAMHWUYECKWA cnydall MuHM-ny6epTata y Manbyuka B Bo3pacTe 3 Mecsues. [pu ocmoTpe
3aperncTpupoBaH o6bem TeCTUKyn 6 M1 Mo opxupoMeTpy Mpazsepa (Npu HOpMe MeHee 4 MJI [0 HACTYMIEHUSA NePUOAA NOJIOBOrO CO3PEBaHMA).
Mpv NoBTOPHOM OCMOTpe B BO3pacTe 6 MecsLes (B HOpPMe K AaHHOMY BO3pacTy 3aBepluaeTcs Nepuos MUHU-NyGepTaTa) BbiBNEHO yMEHbLIEHUE
o6bema TecTUKyN 0 4 M1 ceBa U 5 MA CMPaBa, YTo pacLieHeHo Kak paspelueHne MUHU-NybepTaTa.

MpoBeneHa andbdepeHunanbHas AMarHoCTMKa: UCKNOYEHbI OMyX0au runodusa, runoTanamyca, HafnoveYHUKOB, TOHaA (HOpManbHbIA YpoBeHb
rOPMOHOB, OTCYTCTBME NPOrpeccMpoBaHus NONOBOTO CO3peBaHus), cuHapom Mak-KbioHa — Onbpaiita — bpaiiuesa (0TcyTCTBUE NUTMEHTHBIX
MATEH U NPOrpeccUpoBaHWA NONOBOTO CO3PEBAHMUA), TECTOTOKCUKO3 (OTCYTCTBME MPOrPecCUpoBAHUA MOJSOBOTO CO3PEBAHMSA, OMEpexeHns
KOCTHOTO BO3pacTa W MOBbILWEHUA YPOBHA TECTOCTEPOHA B Bo3pacTe 1 rofa), BpOXAEHHAs AUCHYHKLUMA KOPbl HAANOYEYHUKOB (HOPMaNbHBbI
YpOBeHb 17-TUAPOKCMNPOrecTepoHa), rmnoTupeo3 (HOpManbHbIi YypOBEHb TMPEOTPOMHOTO FOPMOHA, OTCYTCTBUE 3afePKKU NCUXOMOTOPHOMO
1 u3nyeckoro passutua).

3aknioueHue. PeHomeH MUHUM-MybepTaTa paccMaTpuBaeTCs Kak GU3Monornyeckas HopMma pa3BuTUS MOJOBON CUCTEMBI ManbykKa. ANropuTM™
o6cnenoBaHus Npy NOJ03PEHNM Ha MUHK-Ny6epTaT BKNOYAeT 0CMOTP, OLEHKY N0ON0BOr0O co3peBaHus no TaHHepy (B TOM Yuc/e OLEeHKY pa3mepa
TeCcTuKyn), HabnofeHne B AUHaMuKe (MOBTOPHbI OCMOTP B 6 MecsLeB). Tak Kak MporpeccupoBaHue Noj0BOro CO3peBaHUsA B PACCMOTPEHHOM
cnyyae He Habnoganoch, foONONHUTENbHbIE MeTOAbI 06CcnefoBaHus He Tpe6oBanuce. fopMoHanbHOe MUcciefoBaHue B Bo3pacte 1 roga Gbino
npoBefieHo, YTOObI NOATBEPAUTL 3aBeplueHWe Nepuoaa MUHU-NyGepTaTa.

Kntoyessie cnosa: MUHU-MybepTaT, MpeXAeBPEMEHHOE MONOBOE CO3pEBaHWE, MaNbyuMKW, YBENUYeHWE TecTukyn, cuHpapom Mak-KbioHa —
On6paitta — bpaiilesa, TeCTOTOKCHUKO3, BPOXAEHHAS AUCHYHKUMA KOPbI HAANOYEYHNKOB.

Bknapg aBTopos: EropsH J1.b. — HaGniogeHne u o6cnefoBaHne NayueHTa, aHanus M MHTEpNpeTauus AaHHblx, 0630p nybaukauuii no Teme cra-
Tbu; ButeGekas A.B. — HabniopeHne u o6cnesoBaHme NaymMeHTa, aHanus U UHTEPNpeTauns AaHHbIX, YTBEPKAEHUE PyKONUCU Ans nyGaukauum;
CrapocTuta J1.C. — HabniogeHue u obcnefoBaHne nauueHTa, yTBepxaeHUe pyKonucy ans nybaukauuu.

KoHnuKT nHTepecoB: aBTopbl 3asBAAIOT 06 OTCYTCTBUM BO3MOXKHbIX KOH(IMKTOB UHTEPECOB.

Ina uutuposaHusa: EropsH JI.b., Butebckas A.B., CtapoctuHa J1.C. ®eHomeH MUHW-nybepTaTa: knnHUYeckuit ciyyait. [loktop.Py. 2019; 9(164):
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Minipuberty: A Clinical Case

L.B. Egoryan, A.V. Vitebskaya, L.S. Starostina

L.M. Sechenov First Moscow State Medical University (Sechenov University), Russian Ministry of Health; 19 Bolshaya Pirogovskaya Str.,
Moscow, Russian Federation 119881

Objective of the Paper: To present a clinical case of a patient with significant signs of minipuberty and describe an algorithm for differential
diagnosis between this phenomenon and various disorders with similar clinical manifestations.

Key Points: This paper describes a rare clinical case of minipuberty in a three-month-old boy. At the first examination the testicular volume,
as measured by Prader orchidometer, was 6 mL (normal value <4 mL for prepubertal boys). A second examination, at the age of 6 months (by
which time minipuberty has normally ended), found that testicular volume had described to 4 mL on the left and 5 mL on the right, which
was evaluated as resolution of minipuberty.

Differential diagnosis ruled out the following disorders: pituitary, hypothalamic, adrenal, and testicular tumors (normal hormone levels and
the absence of signs of progressing puberty), McCune-Albright-Braitsev syndrome (absence of cafe-au-lait spots or signs of progressing
puberty), testotoxicosis (absence of signs of progressing puberty, advanced osseous maturation, or elevated testosterone levels at the age
of one year), congenital dysfunction of the adrenal cortex (normal 17-hydroxyprogesterone levels), and hypothyroidism (normal thyroid-
stimulating hormone levels and non-delayed psychomotor and physical development).

Conclusion: Minipuberty is viewed as a variant of the normal physiological development of the male reproductive system. The diagnostic
algorithm for suspected minipuberty includes physical examination, assessment of pubertal development using the Tanner scale (including
measurement of testicular size), and monitoring (second examination at six months of age). Since the boy did not have any signs of
progressing puberty, no additional examinations were required. Hormone levels were measured at the age of one to confirm that the period
of minipuberty had ended.
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KTUBALMA runoTanamo-runocdun3apHo-roHagHon cucre-

Mbl MasbyuKa, NPOABAAIWAACA NOBbILEHUEM CEKpPeLum

MONOBbIX FOPMOHOB W Pa3BUTUEM MONOBbIX Xene3, Habo-
AaeTcs B IMOPUOHANbHOM NEPUOAE, B NEPBbIE 6 MECSLLEB XU3HM
1 B Nepuop, NonoBoro co3pesaHus (nybeprara), HaumHawwmincs
y ManbynkoB ¢ 9-14 net [1].

TpaH3MTOpHaA akTUBaLMA rMNoTanamo-runodu3apHo-roHaa-
HOW CUCTEMbl B MOCTHATaNbHOM Nepuofe Mosyyuna HaspaHue
MUHU-NyGepTaTa. 31a (has3a NpoABAAETCA Y MaNbYMKOB YBEU-
yeHMeM obObEMA TECTMKYM M pa3Mepa NOJI0BOrO YIEHa, a TaKxkKe
poctoM ypoBHeill roHagotponuHos (JII u ®Cr), TectocTepoHa,
MHrM6KUHA B 1 aHTUMIONNIEPOBA FOPMOHA C JOCTUKEHUEM MAKCU-
MyMa KO 2—-3-My MecsLy Xu3Hu [2].

AkTuBHas BblpaboTka JII B nepBble MecAUbl XW3HU Majb-
YMKa NPUBOAWUT K WHTEHCMBHOW NPOAYKLWU TECTOCTepOHa
(B 3-1 MecsL, XMU3HM HabNoAaeTCA Hanboblias ero KOHLEeHTpa-
LS B KPOBM, @ K 6—9-My MecsLy OHa CHUKAeTCs A0 NpaKTuyec-
KW HeonpefensiemMblx 3HauyeHui). ITo cnocobCTByeT NOCTHA-
TanbHOM auddepeHumpoBKe kneTok Jleianra u GopmMmnpoBaHuto
nonyisfLMUYU B3POCNbIX KNeToK [3, 4].

OCl cTumynupyet passuTMe W nponudepauuio KIeTok
CepTonu, cekpeuuto aHTUMIONNEPOBA FOPMOHA U MHrM6UHA B,
4TO ABNAETCA KNloYeBbIM DAKTOPOM, ONpesensiouM KOHEYHbIA
06beM roHag 1 coCTosiHME cnepmaTtoreHesa B Oyayuwem [3].

K KOHUy 1-ro nonyroAus W3HW YPOBHU PENpOLYKTUBHbIX
FOPMOHOB MOCTENEHHO CHUXAOTCA [0 HEONpeaenseMblx 3Have-
HWI BNAOTb IO HACTyNJeHUs Nepuoja MojoBOro CO3peBaHus.
WNcknioyeHne cocTaBnseT aHTUMIONNEPOB FOPMOH, BbICOKMIA
YpOBEHb KOTOPOrO COXPAHAETCA B TEYeHMe BCEro npenybeprar-
Horo nepuopa [3].

AKTUBHOCTb TeYeHUs MUHW-NybepTata onpefenser cocTos-
HUe penpoayKTUBHOW yHKUMK Oyayuero MyxuuHsl [2].
AKTyanbHOCTb [aHHOI TeMbl NOGYXAAET PAacCMOTPETh TeYeHUe
MUHU-Ny6GepTaTa B HOPME, @ TakKe 0CobeHHOCTH AnuddepeHLu-
anbHOM AMArHOCTUKM MUHUM-NybepTaTa W pas3nuyHbIX NaTonoru-
YECKNX COCTOSHMIA, KOTOPbIE MOTYT UMETb CXOXUE NMPOABNEHUS.

Lenb cratbm — npeactaBUTb KIAUHWYECKUIA ciy4an
MUHW-Ny6epTaTa C BbIPAXEHHBIMU MPOSBAEHUAMU W ONMUCATb
xo4 auddepeHLUanbHOM LUATHOCTUKN 3TOTO PeHOMEeHa U pas-
JIMYHBIX NATONIOTUYECKUX COCTOAHUI CO CXOXei KNuHuyec-
KOV KapTUHOM.

KNWHNWYECKOE HABJTIOQEHUE
B YHuBepcuTeTCcKoi fieTcKoil KnuHuyeckoit 6onbHuue ®TAQY BO
«Mepabiit MIMY um. U.M. CeyeHoBa» Obln1 OCMOTPEH MaibyMK
B BO3pacTe 3 MecAUeB C OnepexalowWwyumy HopMy aHTponoMeT-
puUYecKuMM nokasartensimu. Y poputeneit pebeHka nosnyyeHo
paspelueHune Ha nybANKALMIO JAHHbIX.

PebeHOK OT BTOPOI (hU3MONOrMYECKU npoTeKaslein Gepe-
MEHHOCTH, CAMOCTOATENbHbIX CPOYHbIX POJOB C FOJIOBHbLIM NpPej-
nexaHuem. innHa (52 cm) n macca Tena (3300 r) npu poxae-
HUM COOTBETCTBOBANN CPELHENONYNALUOHHBIM 3HAYEHUAM.

Pe3ynbTaT HEOHATaNbHOrO CKPUHUHTA HA HanWyMe BPOXKAEHHbIX
3a60/1€BaHMil OTPULLATENBHBINA.

Mpu ocmoTpe B BO3pacTe 3 MecALeB POCT ManbyiKa COCTaB-
nan 68 cm (BblcokopocnocTb, +3,18 SD; B Hopme oT —2,00 fo
+2,00), macca Tena — 9 kr (6nuxe K BEPXHEl rpaHULLE HOPMbI,
NMT = 19,5 kr/m? +1,80 SD). Ha MOMeHT ocmMoTpa pe6GeHoK Haxo-
LWNCA HA FPYLHOM BCKApMIMBAHUM.

KoxHble NOKpOBbI YMCTble, MOAKOXHAA KMPOBAA KNeTyaTka
pa3BuTa xopowo. HocoBoe fbixaHue CBOOOAHOE, A3bIK BaX-
HbIW, rMNepcanuBauma. B nerkux gbixaHue nyspunbHoOe, XpUnos
HeT. ToHbl CepALa 3BYYHbIE, CUCTONNYECKUI LWYM HA BepXyLIKe
u Bo 2-M Mexpebepbe cnesa. JKMBOT MATKWIA, JOCTyneH my-
6okoi manbnauuu. MNMedyeHb BbiCTynaeT U3-noj pebepHoro Kpas
Ha 1,5 cM, ceneseHKka He nanbnupyercs.

Monosble opraHbl chOPMMPOBAHbLI MO MYXCKOMY TUMy npa-
BUAbHO. [onosoe passute no TaHHepy: P1 (oBonocenue
oTcyTcTByeT), G2 (yBenuyeHue MowoHkKM). B mowoHke onpepe-
NATCA TECTUKYNb 06beMoM 6 M (Kaxpas) No opxvaoMeTpy
Mpagepa (KO HAcTynneHWs nepuoja MONOBOFO CO3peBaHUsA
HOpMasbHbIM cuuTaeTcs o6bem < 4 mn). McuxomoTopHOe pas-
BUTWE COOTBETCTBYET BO3pacTy (LEpXWT rojoBy, coBepluiaer
XBaTaTe/IbHble IBUXKEHUS, TYNNT).

Mo pe3ynbTatam nepBUYHOrO OCMOTPA COCTOSHUE pebeH-
Ka OblNO pacLeHeHO Kak nposBlieHMe MUHUM-NybepTaTa.
WNccnepoBaHne ypoBHEN MONOBLIX TOPMOHOB NPU HOPManbHOM
TeYeHUM MUHU-NyGepTaTa He pekomeHayeTcs. KoHueHTpauum
rOHajoOTPOMMHOB B 3TOT MOMEHT OObIYHO MOBBIWEHbI, YTO HE
No3BOIAET NUCMNONb30BATh UX ANA UCKNIOYEHMA Pa3NnYHbIX HOpM
npeXAeBpeMeHHOro Nos0BOro co3peBaHus. boin pekomeHpoBaH
MOBTOPHBbI 0CMOTP B BO3pacTe 6 MecALeB (B HOPMe K LlaHHOMY
BO3pacTy 3aBepllaeTcs nepuos MUHu-nybeprata).

Mpn NnoBTOPHOM OCMOTpe B 6-MeCAYHOM BO3pacTe 3aperucT-
pupoBaHa cnepylowas auHamuka: poct — 70 cm (+1,65 SD),
macca Tena — 10 kr (UMT = 20,4 kr/m?, +1,80 SD), ymeHblueHue
pa3mepoB TecTukyn. onoBoe passutue no TaHHepy: P1 (oBo-
noceHue oTcyTcTByeT), G2 (yBenuyeHne MOWOHKK). TecTuKynbl
pacrnosioXeHsl B MOLWOHKE, 06beM N1eBON — 4 M, NPaBoil — 5 Myl
no opxupometpy MNpagepa. YMeHblieHne obbema TeCTUKYN pac-
LeHeHO KaK paspeleHue MuHU-nybepTata. [lononHUTeNbHbIE
o6beMHble 06pa3oBaHus He 0GHApYIKeHbl, KNMHUYECKUE NpU3-
HaKu NaToNorMyecKon CeKpeLmnmn oTCyTCTBOBANN. TaK Kak npor-
peccupoBaHue NoNoBOro CO3pPeBaHNUs He HabMO[ANOCh, fUHA-
MWKa nokasaTeneil CooTBeTcTBOBana (heHOMeHy MUHU-nyGep-
TaTa, KOHCTATMPOBAHO OTCYTCTBUE MOKA3aHUN K MPUMEHEHUIO
LOMONHUTENbHBIX ANATHOCTUYECKUX METOLO0B.

PekomeHaoBaHo B Bo3pacTe 1 roga oueHutb yposHu JIT, OCT,
TECTOCTEPOHA, KOPTU30N1a B KPOBU, MPOBECTU PeHTreHorpatuio
NeBOW KUCTU, MONYYWUTb MOBTOPHYIO KOHCYNbTALWIO [ETCKOro
3HAOKPMHONOra No pesynbTataM UCCNeoBaHWA ONA 3aBeplie-
HUA HabnoaeHus.

Mpu noBTOPHOM OCMOTpe nauueHTa B Bo3pacte 1 ropa co-
[epxaHue ropMOHOB B KPOBW COOTBETCTBOBANO HOPMasbHbIM
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npenybepraTHbiM 3HaYeHuam: ®CM — 0,78 mME/mn (B Hopme —
0,3-4,6 MME/mn), II' — 0,36 MME/mn (B Hopme — 0,04—
3,6 MME/mn), TectocTepoH — 0,46 HMonb/n (B Hopme — 0,07-
0,87 Hmonb/n), kKopTM3on — 226 HMonb/n (B Hopme — 135-
464 HMonb/n). Mo faHHBIM PEHTreHOrpaMMbl KUCTEN PyK, KOH-
CTaTMpPOBAHO NOSABNEHUE LEHTPOB OCCUMUKALUM B FONOBYATON U1
KPIOYKOBUAHOM KOCTAX, MeTachn3ax KOPOTKUX TpyBUaTbIX KOCTEN,
YTo paccmaTpuBaeTCs Kak HopMma Ans pebeHka B Bo3pacTe
1 roga; TOYKM NPEXAEeBPEMEHHOTO OKOCTEHEHUS HE BbISBJIEHBI.

Mpu ocmotpe poct coctasun 79 cm (+1,93 SD), macca
Tena — 14 kr (UMT = 20,8 kr/m?% +2,00 SD), nonosoe pa3Bu-
Te no TaHHepy: P1 (oBonoceHue otcytctayet), G1 (MowoHKa
HOPManbHbIX pa3mMepoB). TeCTUKYNbI PaCMONOXKEHbI B MOLIOHKE,
o6beM Kaxpoid — 3 mn no opxugometpy [pagepa (Hopma).
Mo pe3ynbTaTam MOBTOPHOrO OCMOTPA MOXHO VTBEPXAaTb,
4TO NepuUOoA MUHW-NyGepTaTa 3aBeplmnics.

OBCYXKAEHUE

[ins nepBbIX MecALeB XW3HU ManbyuKa xapaktepeH heHoMeH
MUHU-NyGepTaTa, ropMOHaNbHbIE W KNUHUYECKME NposBie-
HWUA KOTOPOro paccMOTpeHbl Bbiwe. B cnyyae coxpaHeHus
BbIPAXKEHHbIX KIMHUYECKUX CUMNTOMOB MUHU-myGepTata uau
yBe/IMYeHUs obbeMa TeCTUKYN y Majnbyuka cTaplue 6 mecs-
ueB HeobxoguMMo npoBecTu AuddepeHUManbHylo AMarHoc-
TAKY U WUCKNIOYUTb Takue MaTtonoruyeckue COCTOSHUA, Kak
onyxonu runodu3a, runotanamyca, HaAnoOYeYHUKOB, TFOHAf,
cunpgpom Mak-KbloHa — Onbpaiita — bpaiiuesa, TecToToKcu-
K03, BpOXAeHHas AMCHYHKLUA KOPbl HALNMOYEYHUKOB, TUNOTU-
peo3 u ap. [1].

BpoxaeHHbIii runoTMpeos — 3aboneBaHue WWTOBMAHOM
enesbl, NP KOTOPOM y pebGeHKa C NepBbiX AHEN XU3HU CHU-
KEHa CeKpeLus TUPEOUAHbIX TOPMOHOB B CBA3M C HapylUeHNeM
Ha OAHOM M3 3TanoB WX CUHTe3a. BcnepctBue runotupeosa
BO3HUMKaIOT rpyGble HapyleHus B pa3BuTUM pebeHka. OgHUM
U3 KIMHUYECKUX MPOSBAEHUN TAXKENOr0 MaHWU(eCTHOro runo-
TUPeo3a y MalbuMKOB MOXKeT ObiTb yBeNUueHue Tectukyn [5].
Y Hawero nayueHTa Mbl UCKAOYMUAN LAaHHbIA ANATHO3 NO Pe3yib-
TaTaM HeOoHaTaNbHOrO CKPWUHWHTA BPOXAEHHOTO TMNOTMpeo3a
(ypoBeHb TMPEOTPOMHOro ropMoHa O6bl1 B HOpPME), a Takxke
Mo OTCYTCTBMIO KIMHUYECKMX MPU3HAKOB 3aJEPHKM NCUXOMO-
TOpHOro 1 u3nyeckoro passutus [6].

Mo faHHBIM HEOHATaNbHOrO CKPUHUHTA UCKMIOYUAN U BPOXK-
LEHHYI0 ANChYHKLMIO KOpbl HAAMOYEYHUKOB (aipeHOreHnTanb-
Hbll CMHAPOM) — 3aboneBaHue, 00yCI0BAEHHOE B 6ObLINHCTBE
cnyyaes pgeduuntom 21-rugpokcunasbl (knyeBoro depmeHTa
CMHTE3a TOPMOHOB KOpbl HAMOYEYHUKOB) BCIEACTBUE MyTaLMUM
B reHe C(YP21A2 [7]. Mo pe3ynbTaTaM HEOHATANbHOTO CKPUHUH-
ra yposeHb 17-ruppokcunporectepoHa 6bin B Hopme. bonee
TOro, ANA BPOXAEHHOW AUCHYHKLUM KOpbl HaAMOYEYHUKOB
(appeHOreHMTanbHOrO CUHAPOMA) B HEOHATalbHOM Nepuope
TUMUYHA TUNEPaHAPOreHNs HALNOYeYHUKOBOTO, @ HE FOHAJHOO
npoucxoxaeHus. B Takom cnyyae roHagsl (TECTUKYNbI) He GyayT
yBenuyeHsbl [5].

Cunppom Mak-KbioHa — On6paitta — bpaiiuesa oTHocKTCA
K TOHafoTPONMUH-HE3aBUCUMbIM (OPMaM MpexaeBpeMeHHOro
nonosoro cospesaHus. OCHOBHON NaTOreHeTUYECKNIA MEXaHU3M
AaHHOro 3aboneBaHns — MyTauus reHa 6esnka Gso.. IToT 6enok
BXOAWT B COCTaB G-MPOTEMHOBOTO PELENTOPHOTO KOMMJIEKCa,
KOTOPbI pacnonaraeTcsi Ha NOBEPXHOCTHON MemOpaHe KIeToK
Jleiipura B TECTUKYNax M OCyWeCTBASET nepefayy curHana ot
aKTUBMPOBAHHOIO TOHAaAOTPONMMHAMM pelLienTopa K yHUBep-
CanbHOMY BHYTPUKNETOYHOMY nocpegHuky UAM®. MoseneHue
MyTaLMKU NPUBOAMUT K NOCTOSAHHON akTuBauun LAM® n cekpeunn

TeCTOCTEePOHa BHe 3aBUCUMOCTM OT MPUCYTCTBWUA FOHaZoTpON-
HbIX TOpMOHOB [1].

[laHHoe 3aboneBaHne xapakTepusyeTcs TpUagoil CUMNTOMOB:

1) Hanuumem Ha KoXe acMMMETPUYHBIX MUTMEHTHbIX NATEH
KoheiiHOro LBEeTa C HenpaBUibHbIMK («reorpaduyeckummuy)
OYepTaHUAMM, KOTOPbIE UMEIOTCA C POXAEHUA UNU NOABASAIOTCA
B TeyeHue 1-ro ropa xusHu;

2) hnbpPO3HO-KMNCTO3HOI AMCnnasueil KocTei cBofa Yepena
1 TpyGYaThIX KOCTEN;

3) pasNUYHBIMWU 3HAOKPUHHLIMU HapylWeHUAMU, Haubonee
4acTblM M3 KOTOPbIX ABNAETCA MNpex[eBpeMeHHOe MOoj0BOe
co3peBaHue [8, 9].

MockonbKy yKa3aHHas MaToforuA BCTPEYAeTCA Y Manbyi-
KOB 3HAUMTENbHO peXe, YeM y [EBOYEK, a ee MpPU3HaKWU No
pe3ynbTaTaMm 0CMOTPa KOXHbIX MOKPOBOB NalMeHTa U Habntoae-
HUA B AMHAMWKE OTCYTCTBOBANU (He BbINO MUTMEHTHbIX NATEH
M NPOrpeccMpoBaHus MONOBOTO CO3PEBaHUA), Mbl UCKMOYMUNN
cuHapom Mak-KbtoHa — OnGpaiita — bpaituesa.

TeCTOTOKCMKO3 TOXe OTHOCMTCA K TFOHaAoTPOMWH-He3aBu-
cumbiM  (hopMaM MpexaeBpeMeHHOro MoJ0BOr0 CO3PeBaHMS.
MpuunHa 3aboneBaHus — MyTauuum B reHe peuentopa JIT.
N3meHeHWe CTpYKTypbl peuenTopa MpUBOAWUT K MOCTOSAHHOI
aKTMBaLmMu G-npoTenHOBOro PeLEenToOpHOro KOMMeKca, CTUMy-
nupytowero paboty knetok Jleiaura, YTo BbI3bIBAET aBTOHOM-
Hyl0 aKTUBALMWIO CTepoupHoW U epTUNbHON (YHKUMKM Anvek
6e3 UX CTUMYAALMUU TOHAJOTPONMHbBIMKU ropMoHamu [8]. [laHHoe
3aboneBaHue HacnegyeTcs No ayTOCOMHO-LOMUHAHTHOMY TUMY
U MMEEeT KIMHUYECKME MPOSBIEHUA TONBKO Y MyX4uH [10] —
HE3HAYUTeNbHOE yBeNnYeHne oObemMa AUYEK, HE COOTBETCTBY-
lollee onpefensieMoMy YpOBHK TecTocTepoHa. Habniopatotcs
Takxe ObICTPOE yBeNUYEHUEe KOCTHOrO BO3PacTa U OTHOCUTESb-
HO paHHee 3aKpbITWe 30H POCTa, YTO 0OYCIOBAMBAET HU3KUIA
KOHeYHbI poCT 6ONbHbIX.

Kak u npu cuHgpome Mak-KbtoHa — Onbpaiita — bpaiiuesa,
BbIABAAIOTCA HU3KMEe 6asanbHble yposHu OCT u JIT, 3HauuTenb-
HOe yBeNMYyeHWe COAEepXaHWs TecToCTepoHa, KOTOpoe COOT-
BETCTBYET HOpPMaM [fifi B3pOCAbIX Myx4uH. [pu nposegeHun
6uoncumn snyek o6HapYKMUBAOTCA NPEXAEBPEMEHHOE CO3peBa-
Hue KkneTok Jleiigura 1 ABneHns cnepmatoreHesa [8].

Insa ucKnioyeHus 3Toro fuarHosa HeobXoguM CeMEeMHblil
aHamHe3 60JbHOMO, a TaKXe MpOBEAEHWe TOPMOHaNbHOrO
uccnefoBaHus. B npeactaBneHHoM ciydae fuarHo3 UCKMOYUNM
Ha OCHOBAHWM pe3ynbTaToB HabMofeHNs, Tak Kak y Manbyuka
OTCYTCTBOBANW NPOrpeccMpoBaHne nojaoBoro CO3peBaHus, one-
pexeHne KOCTHOro BO3pacTa 1 NoBblLEHWe YPOBHA TeCTOCTEPO-
Ha B Bo3pacTe 1 ropa.

YBennyeHHas cekpeuLns aHAPOreHOB MOXET TaKxe pa3Bu-
BaTbCA W3-3a ONyXoJell HALMNOYeYHWKOB (BUPUAU3UPYIOLLUX
Heonnasnit HagnoyeyHWKoB) W AnYeKk (AAeHOMbl U3 KIeTOK
Nleiigura, aHapo6nacTombl). [lns BCcex NepeyncieHHbIX cocTos-
HWit XxapaKTepHbl HU3KWe KoHueHTpauuu JIM n OCT, Tak Kak oHu
NPUBOAAT K FOHAZOTPONMH-HE3aBUCMMOMY NPEXAEBPEMEHHOMY
nofoBOMY co3peBaHmio. [laHHbIN GaKkTop Ha oHe nporpeccu-
pyIOLLErO MONOBOTO CO3PEBAHMA MOXET ObITb OCHOBHbLIM Nabopa-
TOPHbIM KpuTEpueMm npu auddepeHymanbHoii guardoctuke [2].

MpexpaeBpemMeHHOE MONOBOE CO3peBaHME Yy MalbyMKOB
MOXET BO3HWMKaTb B pe3ynbrate pa3BUTUS ONyxofeil, Npoay-
LMPYIOLMX XOPUOHUYECKNIA TOHALOTPONUH Yenoseka. K Hum
oTHocaTca onyxonu LHC, Takue kak repMmHOMa, XOPUOH3NK-
TenMomMa W TepaTtoMma, Onyxonu, NokanusosaHHble BHe LHC,
C 3KTOMWUYECKO! rOPMOHaNbHOW AKTUBHOCTbIO W pa3BUTUEM
napaHeonacTM4Yeckoro CMHAPOMa (3N10KayecTBEHHAs renaro-
6nactoma) [11].
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NcTMHHOE TrOHAaAOTPONMH-3aBUCMMOE MNpeXeBpeMeHHoe
MoNOBOE CO3pPEBAHUE XapaKTePU3YeTCsa BKIIOUEHMEM BCel TUMo-
Tanamo-runodusapHo-roHagHoi cuctembl. OTIMYnTL heHomeH
MWUHU-Ny6epTaTa OT rOHaA0TPONMUH-3aBUCUMOTO NpPEXKAEBPEMEH-
HOTO NOIOBOTO CO3pEBaHMUs NO3BONAET HabofeHWE 33 NaLUeH-
TOM Ha 1-M rofly *u3Hu. B otanune ot muHu-nyGeprara fns Bcex
nepeyncieHHbIX NaToNoOrMYeCcKUX COCTOAHMIT TUMUYHO Nporpec-
CUpOBaHWe NoNoBOro co3peBanus [2].

3AKNHOYEHUE

®eHoMeH MUHM-NybepTaTa paccMaTpuBaeTcs Kak (u3nonoru-
yeckas HOpMa pa3BMTUA MONOBON CUCTEMbI MaNbyMKa — Heob-
X0AuMblA ans GopMMpoBaHUA ero (epTUAbHOCTU npouecc.
Anroputm 06cnefoBaHUs Npu NOJO3PEHUM HA MUHW-NyGepTaT
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